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B EEA EXZTR
ACR American College of Rheumatology
ADL activities of daily living (H % ZEJHEIE)
ADM amyopathic dermatomyositis (A7 JE M2 & 7 2%)
ALS amyotrophic lateral sclerosis (7 Z= e MM SR A4 LJE)
ARS aminoacyl-tRNA synthetase (7 X / 77 2/l (RNA A lER)
AZA azathioprine (7% F 47U )
BAL bronchoalveolar lavage (5UE X ififa s i)
CADM clinically amyopathic dermatomyositis ([ A ) 3 77 1 K2 i A7 %)
CARRA Childhood Arthritis and Rheumatology Research Alliance (AtA/NJd Y o7 < F#F5E 71—
7)
CAT Cutaneous Assessment Tool
CDASI Cutaneous Dermatomyositis Disease Area and Severity Index
CHQ Child Health Questionnaire
CMAP compound muscle action potential (¥ 5 #TE BN FENL)
CMAS Childhood Myositis Assessment Scale
CLE cutaneous lupus erythematosus (FZf§— Y 7~ h—F X)
CPA cyclophosphamide (7 BAR A7 7 I R)
CSMsCT computed tomography
CyA Cyclosporine A (27 = AR Y )
DLCO diffusing capacity of the lung for carbon monoxide —&{l.iX & ML HHE)
DM dermatomyositis (& fi§ 75 7%)
DOI definition of improvement
DSSI Dermatomyositis Skin Severity Index
EMG electromyography (#}5[X])
EULAR The European League Against Rheumatism
FDG fluorodeoxyglucose
Fib fibrillation potential GERAEMEHEEEAT)
FVC forced vital capacity (53 /J1MENfE &)
HAQ Health Assessment Questionnaire (fd R 1AM 2 1 22)
HAQ-DI Health Assessment Questionnaire Disability Index (fdtFEFEAMLE 2212 L 2 HRERRE S 1 o
T I A)
HMGCR 3-hidroxy-3-methylgulutaryl-CoA reductase (HMG-CoA =Tl )
HRCT high-resolution computed tomography ({543 fi#RE KT & i X #R5E)
IBM inclusion body myositis (EFAKRT2)
M idiopathic inflammatory myopathies (RFFSPHEAIEE A7 )




IMACS International Myositis Assessment and Clinical Studies Group ([E BE#% 2 R g AR AF 9L 27
—"7)
IMNM immune-mediated necrotizing myopathy ($0J& /M {EMEEEIEM: X A3 F—)
ILD interstitial lung disease ()& ML E)
IVCY intravenous cyclophosphamide (7 B A7 7 I REREFE)
IVIG intravenous immunoglobulin (K& E 7 v 7 U U EEEE)
JAK Janus kinase (7 —X & ¥ ) —E)
JDM juvenile dermatomyositis (41 B2 i 5 %)
JIIM juvenile idiopathic inflammatory myopathies (5 4F-MERFFEME A IE M A7 2 F)
JPM juvenile polymyositis (MM %)
MAAs myositis-associated autoantibody (i 7¢BdiE#E B CLHLIA)
MCTD mixed connective tissue disease V&5 MEAS A RGN
MDAS melanoma differentiation-associated gene 5
MMF mycophenolate mofetil (X =27 =/ — /LT 7 = F /L)
MMT manual muscle testing (FEFAH /17 A 1)
MRI magnetic resonance imaging (FZH 5 AR Ei{%)
MSAs myositis-specific autoantibody (5245509 H CLHLA)
MTX methotrexate (A ~ kL& % — k)
MUP motor unit potential — GEBE) HA7 EEAL)
NXP2 nuclear matrix protein 2
PAN polyarteritis nodosa (it 2 FEERI)
PCR polymerase chain reaction
PET positron emission tomography
PGA Physician Global Assessment
PM polymyositis (ZZFPER )
PMX-DHP direct hemoperfusion with polymyxin B-immobilized fiber
PRINTO Paediatric Rheumatology International Trials Organization (/N2 U o7~ F[E A5 RS)
PSL prednisolone ('L K=>"1 )
PSW positive sharp wave (F51HE80%)
QOL quality of life (A{EDE
RARCT randomized controlled trial (7 > % A{bLiggaR)
SAE small ubiquitin-like modifier 1 activation enzyme
SHARE Single Hub and Access point for pediatric Rheumatology in Europe
SLE systemic lupus erythematosus (& VET U 7~ h—7F X)
SRP signal recognition particle (32 F /La8akhi 1)
SSc systemic sclerosis (45478 FE)
STIR short T1 inversion recovery
Tac tacrolimus (¥ 7 = U L R)




TBLB transbronchial lung biopsy (#R5VE S iAEFR)

TIF1 transcriptional intermediary factor 1
TNF tumor necrosis factor (JEEEEAE K1)

UCTD undifferentiated connective tissue disease (43 FA N HERLAE A RERRA)
VAS visual analog scale
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(1) WrILHg

o/NR - FEABI—ZMMEHE

PM/DM (%, FEEZEWHIEDH72 5T, NP ELRBHIE T bl < MO BRI G2 > Tz,
FIZRIT AWML LT, DANIEEMICRADIHEERELZ VTV 23, 2014 FF0 I EFIESLIEIC
vy, A DIEERELZ X — 2|2, BRI ODEO FEREIC & M7 AE MRS & (amyopathic
dermatomyositis : ADM) 232 T&E 2 K512 LoD, B TELHINTWD MRIRFFE A Ok a5
L2170, A S IFBIOSET N e ST,

UL, /NRABPER E LR HIES T 18 5 £ THIZE - 20 i CHETNFRESD, 0%, A TR
FIEDIZ D ICHFELENBATT D78, Wi OEBEITHEDR B D L/NIBPEREE I B CIEEEE Sz
2B 0o b TR EEFRGE CIGRE SNARWERENELL2BZARH D, 2019 FIT/NE - BRAF—
R S A7,

ZDO%BML T, ADM OZWITE L, 2019 FOM—EETIE, FEER1IZLNLBID 5 S, RIEH
HEEET RGBT 611X ADM & LTDMIZETe & STV, BT A KT A 2 2020 FFEER T
X, REIERRHOND610 55, REREFHFIANEGET 50, b LIBHABEBICEEL T
5 R B B PRI ADM & LT DM IZETe, Sk bz,

(EEEZE)




FEok 1 FHEMEE R4 d L OSSN ISR 28 TR B OMAT N EE L UWMEA Y, MRI COMRZ SRR (T2 3030/
BEWHHIE % TEfE =, T1MFEgE CEFRES) TRATELZbDETSD.
%2 7) BLARS fifk (FlJo-1 itk & &de) , ) HLMDAS Bk, ) BiMi-2 Bk, =) B TIF1-y biik, ) Bt
NXP2 #iiff, 1) $tSAE Fiff, ¥) HTSRP FHifk, 7) HT HMGCR Hifk
*3 0 AEEN, REOFERE (FROSBGIIEE) | REIEIEEOWRIRZENE, FERE AR, M OFHERHR,
U U oERE BRE L2 8 B S A VIR O RSE MR, IR o, AT, RKS 500k
REMGZEME, AIKIEAE 7 EDOFTROF DN S RBd b, BRBE HbETERT L0 E 2 a5,

<FEREE S

LUFOWTIMNICEEY T DIEFI A EIE L L, EREBROXIG L3 5.

1) FREBICHRT MR TR H 5.

URep « WUBGIAZARE (SHERE R, =M, B 8afh, b =8ams, MR, KRERDUBHA: . RERIE )
DEFMH T A N LI 5 BRI T4+ (10 BRFEFMETO) BAF

Xix. [FBREEOWNT I —DD MT 234 (10 BEPSEHET8) AR

2) FIRBIZHKT D CKEDL LSIITAVRI—BEEARH .

3) IEEMEDRE (BB RIZFFSN) 7 B, NS 2 WITAEPEDALBE, RERRR S+ EEGHALIZFR
DHENDHLD) BdHDH.  FHEFRIIEKTLIAKILEEET

4) ISEMEORIEMMIRZ G L T\ D (ZOIRET &2 &T.).

o[EFRIMTEAE

E B RZW ¥R E 7 1Y =7 & (International Myositis Classification Criteria Project) (233>
TRIEMEM R RO EBRERZZHIAERNREIN, I—a oy NV USTFERBRIOT AV ) U<F
FRITE - T217T FITEARES N (') V2

RERFFHEIE LT, TNENOBBIEHICAITRREINTWDLEE, [FHAkRL) oxaT e
RS | ORI TPRINCRESNTWDERHDH. £, KEBIZHTHAaTNEWD, KiE
DR WA ITEARICHERPMLEATH D LRl ah T 5.

EFNENDOR T OEFHEND HERR L) THERSY | ThEhOHEXEZAWD 2 LT I
KOLE] 2HETD. By MATHELT, HLENWO%LE ( [HAERRL)] GitAa7 15 &
(A0 | AFtA2a7 8.7 L) 23“definite”, 55% ( kM2 L) AitAxa7 55 & Htmbd
D AFHATT 6.7) ~90 %DYA X probable” & T S, LavL, XOBEOEWEZEZ Lt
W RWERIE Y " T7EZESREL, FHIFEMAFLEDZTIT y N T7HEE TIF52 &
WHEEE STV 5.



6z, YV —%MWTPM (IMNM) , IBM, ADM, DM, #74/: DM [Juvenile DM (JDM) ]
VSN OEAFEVERR S, IDM O 6 BHHIC T2 2 L b AETH S (B 1) . 3 CIC ERRDORAaTEREREZ A
A=y P ETITH>Z2EDOTEL V=T A FBRAHINTEBY, BARBEROBAESINLTND
(http://www.imm ki.se/biostatistics/calculators/iim/) . F 72, DNEOBIFITIST 5 [EFEIEAED LA - FrFL A
132016 R 7 E S WIS T H @V AR RSN TN D 3,

=1 REMHRBOERSHEE

BERLZL | BiEBRDY

18 =HRERDE L=FEh < 40 1.3 1.5
VRERDEC=E = 40 2.1 22
MAET

BEITETHED LRGSOt TR DIET 0.7 0.7
BEILETEDO TR Dt E TR DIET 0.8 0.5
EHMEMBEMANEHELYLIET 1.9 1.6
TROEG G DAEMGHELY LIET 0.9 1.2
AR

AN)F ra—TJ% 3.1 3.2

dJy bOVED 2.1 2.7

O kO #E 33 3.7
Z D

BTEETFE-IBEEEES 0.7 0.6
BEmMR

B Jo-1 Hilk (BiE R F U IL (RNA B REERTUR) Bt 3.9 3.8
m;E CK, LDH, AST, ALTD 5644 <&E 1 DDLER 1.3 1.4
AR

FNIE (endomysium) 128 (F 5 FfRHEER A & 40 458 U AR #RHE E B 0 B % kiR 1.7
A8 (perimysium) F 7= (10 % EF D EiZBkRE 1.2
HEIEEES 1.9
#ZHE Y 2R (rimmed vacuole) 3.1

([ Lundberg IE, Tjirnlund A, Bottai M, et al. 2017 European League Against Rheumatism/American College of
Rheumatology Classification Criteria for Adult and Juvenile Idiopathic Inflammatory Myopathies and Their Major
Subgroups. Arthritis Rheumatol 2017; 69: 2271-2282 X ¥ —#Bk %)
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EERGA

%58 (15) ¢ JU— SRR e
GEntEErpEran) | | TABE | pagy | | FRBA
H1-1 ERSBEECETIREMEHRBEOSEIO—Fr—F
(Lundberg IE, Tjirnlund A, Bottai M, et al. 2017 European League Against Rheumatism/American
College of Rheumatology Classification Criteria for Adult and Juvenile Idiopathic Inflammatory
Myopathies and Their Major Subgroups. Arthritis Rheumatol 2017; 69: 2271-2282 & ¥ — &k 2% )
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1) Lundberg IE, Tjirnlund A, Bottai M, et al. 2017 European League Against Rheumatism/American College of Rheumatology
Classification Criteria for Adult and Juvenile Idiopathic Inflammatory Myopathies and Their Major Subgroups. Arthritis Rheumatol
2017; 69: 2271-2282..

2) Bottai M, Tjéirnlund A, Santoni G, et al. EULAR/ACR classification criteria for adult and juvenile idiopathic inflammatory
myopathies and their major subgroups: a methodology report. RMD Open 2017; 3: ¢000507.

3) Jinnin M, Ohta A, Ishihara S, et al. First external validation of sensitivity and specificity of the European League Against
Rheumatism (EULAR)/American College of Rheumatology (ACR) classification criteria for idiopathic inflammatory myopathies
with a Japanese cohort. Ann Rheum Dis 2020; 79: 387-392.
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T A RN=Z2  PAFDOHTA BT A 2OV TIE, National Guideline
Clearinghouse (NGC), NICE Evidence Search, Minds %711 K7 1 > &
X — % fR5E. SR w32\ T, Cochrane Database of Systematic
Reviews &3z, {HEBIAFZEE 02OV T, PubMed, [EHEE, The
Cochrane Library % 2 5%.
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PM, DM, ADM, @ENTEMESEME S 4/8F—, 1 ARS HUAEIRE - O HEEER <¢n14<> FEIREE
[CHINEET B L EHIET . [HESEEE 1]

fiZ 5
PM/DM iZ%, Bohan & Peter (2L » THBEINZHEUEDY (T 1-1) TSV TSN Ta 7. Z ik
ITHMHIRECH S — 5T, CQl4 THMRT H2EABHRS—HMOHF YA a7 4 —ZHHITE 720 En
SR B> T2. 2017 FECHRE SN EBROVEIENE 2 ([ K- T, RIEMMZEBAIT PM, DM, EFEN:
FZ J& 75 ¢ (amyopathic dermatomyositis : ADM ), & A{EfH 2%, F5EME K EH % (juvenile
dermatomyositis : JDM, JDM LIS OFEFEMERHR D 6 DI/ S, B KL% PM/DM 7> 5 B
XplEnre (p.12 K1 2H). ERSEAENRE SN TV DRI, RIEMEBGRED R THRER RS
— & U CHRE I EMEEESENE X A3 F—08t ARS HUIIERERE - HUa REsE (FUA) TEEEE N FE S 47z,
L7 oC, BUEDEEFEIMEIZ LS PM/DM (£, PM, DM, ADM, i M EMEAENE R 48—,
Pt ARS PURIEMERE - Lokl (BUR) B2 ZATEME TH D, 4%, ENTEMEESENE I 4T
—°PL ARS HUARSEMRRE « HLEREEE (Huil) JEMRET PM/DM 72 5 X5 ST < ATREMED @,
PM/DM (/N RASVEREE IR 6l & 5 E EEp I LIS K DB GRE CTH D, 2019 I/ - sloA D
W RERMERR SNz (B2 E (1) BMEESR). BIRFR T, AL T 0 EMEE s
A /RF =P ARS HURTERRRE - SraplER (FUER) JEBREZ PM/DM IZE D TRIWNWZ &8> T 5.

$#£1-1 Bohan& PeterDZMiH#E
1) mBEGEGIE:, SHENEH O FEH DET
2) BIRMEEROLR
3) ERMHERFRR
(Dpolyphasic, short, small motor unit potentials

fibrillation, positive sharp waves, increased insertional irritability
(dbizarre high-frequency repetitive discharge
4) ERMHREMEBAE (BREOENE, R BRE R BLE REUMERER)
5) EERBREAEIK
(# E)
- HEEP - AEBZY (DMIEFS) £5E)
- BELVW : 3THE (DMIFS) EET)
AR D H A5 - 21HE (DMIFS) EEE)

(Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl J Med
1975; 292: 403-407 £ 0 — %A

Xk

1) Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl ] Med 1975; 292: 403-407.




2) Lundberg IE, Tjdrnlund A, Bottai M, et al. 2017 European League Against Rheumatism/American College of Rheumatology
Classification Criteria for Adult and Juvenile Idiopathic Inflammatory Myopathies and Their Major Subgroups. Arthritis Rheumatol
2017; 69: 2271-2282.
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HAFMEBUTTHC, ARARUECSVTLEATHY, FET 5 & EHET 2.

[#EERE 1] | [FIERE 9.0]

fiEsn

PM/DM O EEJER E L CTHAK T ARSI DN, TOMHEITIFLETHLES TN Y. Fi,
MK T HIFIER & L THIELT 5 Z L1532 <, CQ3 TRldi SN T\ D & 5 BREHIEM KM & Vo
To AR 3 K OVEAT R OO UG SR AL D TR T 278 2555 121% PM/DM A FEARAYIZ B 5 M3
WD, —H, BEEMEEHREEZ ONDIEFIZBN TS, SR KB, & W o 7o R 1 13
FEOHINMETFTRFEL TN ERBY 2, Zh b FHEL PM/DM OZEIZEE CTH 5.

K T OFMmfEE & L, T/ /)7 A F (manual muscle testing : MMT) /A< AWVWGHILTE
D, 0225 5 ETO 6 EMTIHMISILD. Foli CIX, SEA, =A%, Lk _gE6fn, FREgm, K%
i, W, KERVUSEAS, RIISERIO 8 2Ofi% 0205 10 O 11 B cEnEhakMiL, AFtL7%dE
EIREE L 2 MMT-8 iR cL < Ao Ting 9.

EBEA 72 il Ik O EGIRMFSE 7 v —7"CTé 5 International Myositis Assessment and Clinical Studies
Group (IMACS) IZOMMT (Z X 5 #55 J3Fli, @visual analogue scale (VAS) % MW\ -ERIZ X 5P
BOLRHFHE, @VAS W BEIC L 2EEBOEMIIFHE, @Health Assessment Questionnaire

(HAQ) |2 & B T {ABEREREE O RN, MR rEEEE (creatine kinase (CK), 7/ K7 —¥, LDH,

AST, ALT), @OfIMRZE (BHERB KOBME, ML, RS, IRE) (B3 5 RRr0Hh o 6 5
HEa7ty b LT, MROEBEBMFMIZAND Z L 2L THD Y. Bl 102 B, /8 102
1> PM/DM SCiikf1 % & & 12, 29 AOFMFIZ L T, EFRO IMACS NEDZ6HHAD > L 3HEA T
20 %L EDOBEEDR B, 5 26 WA LBE(L LZHE D 2 D& 2 20 5E 2 PM/DM O & ik
T 5, LERINLR, 6 HEORPTROEMINTWDLOEIMHITHY, BLHEBIZH NN AN-T25
BIRSEE L AR SR, LHEEND P .

%72, PM/DM Ot - EMERIEICET 2 2012 F0 a7 72 - LE2—TiE, FRkiE
DOENIMEZ LT 5D 5 5 primary outcome & L TEHRAINTWEH DI, Ob7e< EH 6 HKZD
WREE 721X E S L— FOZML, @6 MHAKD 15 %L LD IOY#ED 2 5 Th 5 © .

3k

1) Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl ] Med 1975; 292: 403-407.

2) El-Azhary R, Pakzad SY. Amyopathic dermatomyositis: retrospective review of 37 cases. J] Am Acad Dermatol 2002; 46: 560-565.

3) Harris-Love MO, Shrader JA, Koziol D, et al. Distribution and severity of weakness among patients with polymyositis,
dermatomyositis and juvenile dermatomyositis. Rheumatology (Oxford) 2009; 48: 134-139.

4) Miller FW, Rider LG, Chung YL, et al. Proposed preliminary core set measures for disease outcome assessment in adult and
juvenile idiopathic inflammatory myopathies. Rheumatology (Oxford) 2001; 40: 1262-1273.

5) Rider LG, Giannini EH, Brunner HI, et al. International consensus on preliminary definitions of improvement in adult and juvenile

myositis. Arthritis Rheum 2004; 50: 2281-2290.




6) Gordon PA, Winer JB, Hoogendijk JE, et al. Imnmunosuppressant and immunomodulatory treatment for dermatomyositis and
polymyositis. Cochrane Database Syst Rev 2012; 8: CD003643.
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WEAREH ORME & WO AR S L VEAR O EBEMHBMOHNETHIFHTH 5.

fE R

PM/DM Tl 3 K ONURGIAL AR O 7K T A3 A By, —RENCEGE D HEs A 3T TRER
ZHETTI D V2

s & U TS o R Off MK TR EL S, @%, WG OMAIK T LIV BEETHY,
EARIT AL L 0 AR OREENRNC RS TH D VI SR O EHE % T EMT CREAR L,
SHER AR OFEE SRV AITANEMZ A & OFERE S SR E 72 5. F 7=, MM S O & B30 BEC
W e AMEETINWZ D X TFEONEFIA L TR E EAZEER PM/DM Tl L <A b, ALK
DK T % KB L7=FT R Ch 5.

VAR D) TR T I AN TH 0, AR A R TH 5. Jﬁﬁ’i’%i)){f‘ab‘ <y, Fo s o
ZEIZ W, WEMZWT LEEIIHITIZKW, LR BATDIRENGILD EA D IZWEOFRFAIE, UK
VOB IETFICE Db DL EZ TV, BAGHOH IS FILETHTIEH 0 5 50, villicAbND
ZEiE7eu.

PM/DM TIIEEE PR A T HEARMICEE I ND Z L7, — 5T, PM/DM O EEH<CES T4 Tl
WA 58 77 ORER i OFEENH O D Z ENH Y, FRICHEIEMEGIE CIIMTREELE S Z & %0,
Watanabe © 13 68 DT SRP HFLIRBGIEAE & 45 #1OFL HMGCR HLIRBGMEAE O T E5E (35T SRP $1T
KB C 46 B (68 %), T HMGCR Uik T 20 B (44 %) Tholzl@ELTNDH Y.

3k

1) Bohan A, Peter JB. Polymyositis and dermatomyositis (first of two parts). N Engl J Med 1975; 292: 344-347.

2) Dalakas MC. Polymyositis, dermatomyositis and inclusion-body myositis. N Engl J Med 1991; 325: 1487-1498.

3) Harris-Love MO, Shrader JA, Koziol D, et al. Distribution and severity of weakness among patients with polymyositis,
dermatomyositis and juvenile dermatomyositis. Rheumatology (Oxford) 2009; 48: 134-139.

4) Watanabe Y, Uruha A, Suzuki S, et al. Clinical features and prognosis in anti-SRP and anti-HMGCR necrotising myopathy. J
Neurol Neurosurg Psychiatry 2016; 87: 1038-1044.
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PM/DM ZEICEWTHMEREIIEFEETHY, HEEDOHEREDE-OICCKDLARZHIRTLH L%

HET 5. [#E2RE 1] | [FIERE 8.7]

fiZ 55

PM/DM (T B A& DRIEIC K > THHBMEDNEIET DINETH D . BRI A L Z 7 & RN
O IR P RBEER DS BITT 5. heliEERICs LT F %+ —8 (CK) &7/ K7 —F (aldolase :
ALD) 28% Y, PM/DM TlEifiigH o> CKES° ALD fE728 EH-3%. Zofh, ffkkErmREEd 5 & LDH,
AST ° ALT @ EH 235580 641, CK EFORWEFITHERE L2 L TRWOFHENY L5720, Mmik
MR TRIET 2 MERH 5V ~9 .

RO THME CK MITFFHICEETHS. TiuL CK LA DHMMERFICOWTORE, R
EHIEFITEmNT LR, aﬂ%$0){£@1f$’%’ﬂbﬁ1ﬁ%?0)f/\b\}: E<HET L ERHESN TS0
ThoprV2 Y.

3 CKAEIXIAR DO FHIE I B RIATE 5. ISR LT s 0580 bl 280 M2~ 5 CK
EIET LI TWD. FmRT 56 bMMET LD 812 CK ED EAaE L EHEShTn
%A 25

RIEMEZR B O RBHE T 2 sl 3 2 72012, RMERILFEHEE (ESR) X° CRP Z#lliEd % 2 L 23% . ESR
I PM/DM OFI¥-H0CTitEd 5728, HEAFFEMEITe <, EEAOTFBECIEROEE SHE L2 E v
bis. CRPIZOWT, FHe ERAZRTERIZT LAV E S5 2 . Linl, ESRES CRP i
DEVMERNT, BFRERDZFHZRIER] & FERITTBR T 2 2 0F T 2 et mn G ST s o
OIEENLETHDH O 7 .

H O M O ERE 7 2 MR T 5 728 PiEHUR (anti-nuclear antibody:ANA) ORIERAHTH
é.%%%ﬁﬁﬁﬁwﬂ,&%@0%®fWTANA%fkt@ Qe N — 2 LR PR R B
HEHURO BRI ST D 28 | FHRICERT 254 0 AHURIC OV TIE CQI3 THRARBA T
DD TSN TEE 20,

%12 PM/DM OEGHE & U CHEMEIS & BVEMEMZRE, OHRPEHETH L. BRI IEG T
HTERWEENOLERNPEIT L2200, EELRIES~—I —HTO 7 + v — | TIaFERHf
KR OEMEEGHREICAN TH L. S OICHEMEMZEETIZKLG, LHETIEIrR=T O EHR
RO LI, TNHITRESEE L KT 57 DIIRRICBWTEHATH S 9 10,

Xk

1) Dalakas MC, Karpati G. Inflammatory myopathies. In: Disorders of voluntary muscle. 7th ed. Cambridge: Cambridge University
Press. 2001

2) Rider LG, Miller FW. Laboratory evaluation of the inflammatory myopathies. Clin Diagn Lab Immunol 1995; 2: 1-9.

3) Mathur T, Manadan AM, Thiagarajan S, et al. Serum transaminases are frequently elevated at time of diagnosis of idiopathic
inflammatory and normalize with creatine kinase. J Clin Rheumatol 2014; 20: 130-132.

4) Targoff IN. Laboratory manifestations of polymyositis/dermatomyositis. Clin Dermatol 1988; 6: 76-92.




5) Oddis CV, Medsger TA Jr. Relationship between serum creatine kinase level and corticosteroid therapy in polymyositis-
dermatomyositis. ] Rheumatol 1988; 15: 807-811.

6) Jakubaszek M, Kwiatkowska B, Maslinska M. Polymyositis and dermatomyositis as a risk of developing cancer. Rheumatologia
2015; 53: 101-105.

7) LuX, Yang H, Shu X, et al. Factors predicting malignancy in patients with polymyositis and dermatomyositis: A systematic
review and meta-analysis. PLoS One 2014; 9: ¢94128.

8) Infantino M, Manfredi M, Grossi V, et al. An effective algorithm for the serological diagnosis of idiopathic inflammatory
myopathies: The key role of anti-Ro52 antibodies. Clin Chim Acta 2017; 475: 15-19.

9) YeY,FuQ, Wang R, et al. Serum KL-6 level is a prognostic marker in patients with anti-MDAS antibody-positive
dermatomyositis associated with interstitial lung disease. J Clin Lab Anal 2019; 33: ¢22978.

10) Lilleker JB, Diederichsen ACP, Jacobsen S, et al. Using serum troponins to screen for cardiac involvement and assess disease

activity in the idiopathic inflammatory myopathies. Rheumatology (Oxford) 2018; 57: 1041-1046.
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PM/DM ZEICEVWTEBRETERHZITMIT A LIEIEETHY, MRIIIEERHDRIEPEE
EHBICEDZONET-0, MRIBBZTOZLEZRETS. [#ESREE 2] || [FIEEE 8.4]

fE 5N

INE CTORBMED S WAL BRI X 2B OFHMBIC 00, Bl TrEB BB A T O
P ThitTnb. CT, MRI, #EHMHA, *ZE%*@EZ’P??@*LTD\Z)Z’)% MRI @@E?ﬁ)ﬁ]< , PM/DM

OERGIHMEICIEF A THD V-9

MRI (34 % 72 56 fF THiR s FTRETZ 28, ﬁ%ﬁ%ﬁ%b@waﬁT1%ﬁ g & T2 sREig, iz
C STIR (short T1 inversion recovery) {4 % fi HZEEEND D, T2 5EFHEIE CRIEVERIED 515
B e LTI SN A28, TEIGMSR & OFBINEE LW Z & 62 <, IBVMENMERE B & 725 STIR Hifg %18
MU CEMT 5. F72 T1 MaREG CIIfZEMR-CHBRO B ERAMKIE S & LTS h s V.

lei%%%ﬁ<# B DD, AR OWREICAEHAT, SHICEYIRLIEE TE 5T
D, HENFHEICEHNONS. BEAITREN T E 2 2OICEBAR CHIE SR HET 5 2

k, fﬁ’ﬁ%ﬂﬁ‘ﬁ%b\ EREMBITF BN TE 720, HiIF Tk wholesbody MRI & AIRE & 72 V), A4 DFE
MRFE=hnn V2 9~

CT [T HUHBEIR 2 £F 5 B T, MIERCHZEME, NEMIEHL: SI3FHI v RE CTH 2203, B D RIAEME
Bz L2252 LIFEHE LW =D, PM/DM 20 TIXE# T LAY O B I B 0O G0 fE 5 O f
HIZHEHTHD VY .

WA, RIS EREOF AMENRE SN TWD. BERREIXY 7V¥ A AORHEC, =
A=A R TOfER, #0IKLUEEL TOBRFENIHEICHA AR TH L. RAEFNLITHEE D 1232
L TRIHTE 22, BIEEECIRIER OEE N LR D7D EN R - b b %<, KE, FFRE
[TMRIIZH D EMESNTND Y 97,

BESREOA AT MmE ST 5. 8F-FDG % V- PET/CT MDA AN HE ST b,
AN O FDG A MIE CK B LACHNME T ST 2 &V oAb & 503, /Mo iFae v 2
ELHY, B OFM L Y BEMEEOFECEEEREORBICAHEEXbND VY8

3CHR

1) JiaY, Tian H, Deng J, et al. Multimodal imaging for the clinical assessment of dermatomyositis and polymyositis: A systematic
review. Radiol Infect Dis 2017; 4: 81-87.

2) Oldroyd A, Chinoy H. Recent development in classification criteria and diagnosis guidelines for idiopathic inflammatory
myopathies. Curr Opin Rheumatol 2018; 30: 606-613.

3) Schiffenbauer A. Imaging: Seeing muscle in new ways. Curr Opin Rheumatol 2014; 26: 712-716.

4) Day J, Patel S, Limaye V. The role of magnetic resonance imaging techniques in evaluation and management of the idiopathic
inflammatory myopathies. Semin Arthritis Rheum 2017; 46: 642-649.

5) Nygren AT, Kaijser L. Water exchange induced by unilateral exercise in active and inactive skeletal muscles. J Appl Physiol
2002;93: 1716-1722.




6) Huang Z-G, Gao B-X, Chen H, et al. An efficacy analysis of whole-body magnetic resonance imaging in the diagnosis and follow-
up of polymyositis and dermatomyositis. PLoS One 2017; 12: e0181069.

7) Albayda J, van Alfen N. Diagnostic value of muscle ultrasound for myopathies and myositis. Curr Rheumatol Rep 2020; 22: 82.

8) LiY, Zhou Y, Wang Q. Multiple values of '*F-FDG PET/CT in idiopathic inflammatory myopathy. Clin Rheumatol 2017; 36:
2297-2305.
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HHERIIHXOES LM, REOTEICERATHY, HERDBELPEHLUZEZEZSDICHEKIL

D=8, AIRETHNILHEITT 5 L& H#HET 5. [#ESEEE 1] || [FIEEE 8.5]
i =5

IRFED M EXIIMRAEMRA & SHHENIC T b D, MRARER A IH] 2 X RHR BRI R B 4 &
WG, EHRRAE T SO TR L CHELT A 0B (2 A EATEEEAL (compound muscle
action potential : CMAP) & J.5]) ZFHHIT 5. MR+ 7eiilli (R BRI ZhzCTH CMAP
DOIRMED /NS N & ZAZIXRRMEDOE WD L TWD Z L BT 5. MifdiE OB A JRIE & LTI
PHEZOLDODEN (v A hr 7 4 —7 ) LHRHROWBAD 2 SOFREMELRH S, #HE)=2—n
VIRIBR = 2 —m RF —TITHR O HR T DR, E ORISR O GRS, PO & ik
CMAP 23/ &< 725 2 213 70 < AR EE R T O RERHIREE LS < 220, 7277 LRARIRER L O
BRI DN EL 2R I T IR S A I I A TH 5.

HAEMIIE O Z LIl OV EmZ BRI LT, AfiEIC L U D188 EN 2 3Hl7- 2 AT,
RLERIFE DY/ N S W DI BRI T 28 2 O HEOIEBEN. DA Z IR T D2 N TE D, RAT
IXETHZFHAL THIAKL LOZHREOREE T2 L, 12D LANE & EDBMENEH TN
<. W ECTORBHR L FRHIZAE =T —nolBA T L LTSRN omELED 5. EHOY
B Z R TIIAARAE T 00RE L Tl 0 AL L (EEVEND) 13RS hin. P LAhEAND LD LE %L
& o7z 5~10 Hz B D L HIBLHI 22 OB R & — o 2R L7208 BBV (AL (motor unit
potential : MUP) MHEI 2. HEHHHN 21T 1 SDOFFEOER = = — 11 0N KET B ibRRE O EH O
L& T, 1 AKOERIIFHN TEEUE L L TREIRZ I U TR DI E RO FfRKE & #2461 T
%. MUP (Z#tEMTE (BB LZ 1 mm DN) 126 5l % OF#RMEDE U D IHB B ORI 2 Fodk L
ZbDThHD (B6-1). NEANTHNS 22X MUP 23 @i LICZHHEBLIL T 5. Zivd MUP
OENE (recruitment) & K58 NEANDTZOIZEBOEEBENOBENMLE LR 572D THD.

LT CQT7 THRARDLN, KIEMED IANRF—TIEREL VST 20BN HENS. 1 DEFR
FfF @ fibrillation potential (Fib) & positive sharp wave (PSW) T, %9 1 -2/X MUP OED R
W, BIEORFE ThHDH. Fib/PSW 1T & Mk OGN @M 2 72 & &1, FfHEBRERRLEIZ/R Y B
BB EZE LD O THS (BE6-2). Lizho> T, RIEDROEEIZHEL L3 < Ak oiE st
ZR LTS, MUP ORED AT EB LI R T D A ORREZ KM L Th Y, BIEND
WIS T 21X E L VB L 70D, SMENIIHROZE & HEZMD E TR Z D TERVRA
ThHY, FLEHEROESITIEZEZ D)X THHEETHS. BUEITEBGZE (MR
MRID) LT 252 & RV REOEORAENTRE 2> TND.

B CITMRARF O AL RET 5 2 LT TE 20O T, BEO/ LN WEE, FRI/NNECIXREgET
HHH, BRALIHREMT AIZMORAETIIHRONLRNY TIVZ A LOWEREEZ/L LN TELEA
At chsrr .
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REREFICITELL R AR AR X — D DEE
ShigLy LI Y SEMRMEDFHIL

REORATLESIND
MUP

E6-1 REpEFEFEBIEROHHER (IEH)
ESHEHEBEHOOERDOEHMENEEDRMDBAEZLHELTEY, KRN LFE Imm BEDEREICH D AR
HOEBEMALHESINDS. EETERHHICHREABREMICREST S LERL (RE). BULHEIRMEZTS SRIE
DEN T DOEBEMEICET 2HREARB L TRET S (HEO). COESHBETILEET SR L -HADFHRM
DEPHBMAMNEHRSNDSZLIZHD. ChEEFEMEM (MUP) &&U, BEADOHBRHEDEMOBMIZLS.

Fibrillation Potential \A{}%
r

MBRRGEDEENEEZD

EROHHERERY #iR

| ’ l
1 1 1

Positive Sharp Wave

loosd < i
'V'\ 100

6-2 fibrillation potential (Fib) & positive sharp wave (PSW)

Fib & PSW [FWLVF N LEFRKIG & BRIk & DFEEZHRI-NI-HRES BENEHMICKRET S (1~30E/4) LT, HE
ETHOESEZEREL TS, PSW (XS EBOFHRME AN THRHES—EIBE LB SIZRE SN, Fib LR—DER
EFHTVWDEZEZLONTLS. WINIKMEMRIIHOLSICEETHD. REFERTEVD, FHEOMATIEX
ZRICEBDODONIEELGMRTHS.

3CHR
1) BInden], =k, EFNDE 2 HEHHER. 2B & R, 2017,
2) Daube JR, Rubin DI. Needle electromyography. Muscle Nerve 2009; 39: 244-270.



ca/ PMDME RT3 EBELGERAFTR LA, ?

OFIARF - ZRERFICAH DN D RHHEIVEB L/ ISHESE (Fib/PSW) &, QMEINGERDEEEAE
fii (MUP) DHEE (R/NA V4K, 5EFHFE - LML L) LEENEI—2DEE (early/rapid
recruitment) MEBELMRATH 5.

f s

CQ6 IZFEHE L7e & O ITIEH Ol TILZLFHIFIZEHEM ) b AifRHEOTEEN A LFEER S VS, RIE -
ZEMEIT K0 KT OB ER AR G & SR ME OBE G DN B 2 D & RS BRI B IR R 2 hd 5. 2
D & ZNAE T DIEBEN DS BRHENENGHE AT /BA M8 (fibrillation potential/positive sharp wave :

Fib/PSW) TH 5. IO & S SEMIIHATMMED D DOT ICHEN TS & Fib & L TRtk s, #
MHEBEICE A LTV D & PSW OBICR D EBA LN T VD, TRbbiliHE & b H—O i B A
BRIICHET D2 L WO RBIZFRI U TH L. ZOREIBOAMBEE, N THMRMEITTERICEET 5.
Fib/PSW |34 THIAIR 72 BB N2 — 2 (U X L) &L DT ENFHIT, 2k LEETHDH. Fib/PSW
IR, A Nr 7 =R EORERTY, EMmEMMEAISEMELIE (amyotrophic lateral sclerosis :
ALS) g EWiARRR A AR U 2 BB T ORISR & A DS RN 2 AUTIHBLT 5. L7eds o TRESE
BT 0D, ZHAUO DB L COGUTBEIEEMEDIREENR B 5 Z & A nd . RIEMEI A TF—0EtE
WZIWN DB LB TIEEER (K180 %) ICROONLHEELRFTR THD. IGHFICE VIERPSET D
EHET D (E7-1).

RIEDORER, EEVHALZ AT 2 AR D — B3N, Bk 3 2 & MUP ORE S Z{bT 5. FIES]
ML) D 72 WEBER] CIIEEY AL AL (motor unit potential : MUP) (ZZELEZFBOHRNZ &4 b DD,
Rif] & & BIZE < OFMMERZEMET 2 &, MO R/IARFECWIE, —HOMSRKHEDOITE 2 844 T,
BN 2RSS 2 A RRHER DI (BEOIRT) & i OTEEN BB OIX 6 > 2 4E T 5.
ZORER, R CIIARMER B D R AR T L2 A 234 7Rk MUP SCRFGERE ] O Hef i Z AR E
MUP NE2EGEO b D L9170 D. £l x OFEBEM B AELET R RL72DITP LI E AN
HIZH %40 MUP O E N A BND K 912725 (early/rapid recruitment) (B 7-2). Zi15H D21k
HARATRE o HREMET V2.




$iE

R 7K DMUP

0 e Y
F?/lrgw :.:.:.:: @) ..: ® %ﬁw%a:bfl;&o)mup

B2 E D THOREREF DFib/PSW FEEARMERF X DE ML EA

FER—ESHEAIIZET 2 HiRE

OnERAHEBTREZEEIND
E7-1 HIEBOHFHEER (CQ6 DIEE & LLE)
RO CREDISEICHLREBDBZICRIAR - LFEFFD Fib/PSW ARRERIND. DL S EHTIELADHRED
BEEIEBMRE-NATVSZHIZMUP DEREEHFYBILHZL (RE). AL’ HIEEETT D LMEHOEHELNT
TH, HREOEIOCK/NMRALELZELD. TOHE, REHEFOD Fib/PSW IR CGEBEA T 5 R
T5=8, REZEORIVNSGESHRMABILDOLSITHL([ER). | KOHRHEDELLDAMNEIL DR/ J KD MUP
L2 AHOND. F-HIBEMBRENLZ > TV LI EHHEATERBRHOKNMTROLZOITIEENESDE, REDOREH
HEELLDS EHREOEVZHEED MUP), SS5ICELZOEBEMOEABT ANBELHEDLHIZ, HITHLDAEAND
I TEDEFHEEUNEE SND & S(27% D (early or rapid recruitment) .

A
W : : : ; : A ' ; : T 00
i 500u
e e T A et s
N LS - AP J P
N"‘qu’"‘ - s V5. |{\\ L hh' A/ [ N V\Jﬂ AN NIV VNt Au\)ﬁ(w k\‘ _____
MWM H/\'\pﬂ\ ren el firnms, \,,'nw, J\’WV g
0.5mV
10 ms

E72 HEBEBEHOESEAERN

RENORBIEDHEREER. LHSTARIINHENTNS. ZUITE—HREHETERINTOS/DIHER/IS KD
MUP @%b (XD, DYLAZANDS ELHMED MUP AERY (BXH) ¢ CICEEIEHDOZHEMOEEHEAT
HHRCEINTLES (rapid recruitment).

3CHR

1) Naddaf E, Milone M, Mauermann ML, et al. Muscle Biopsy and Electromyography Correlation. Front Neurol 2018; 9: 839.

2) Sener U, Martinez-Thompson J, Laughlin RS, et al. Needle Electromyography and Histopathologic Correlation in Myopathies
Muscle Nerve 2019; 59: 315-320.
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1. BHEMNEHREMRZHET 5L TPM/DM OZHBENLNS1-8, BHERIIERTH
Y, T2 LZRETD. [#E2EEE 2] § [FIEEE 8.5]
2. REDLGUVHRDEELHAKGROERICIE, HERETAERATHY, T5LERETS.

[#ESEEE 2] || [FIEEE 8.8]

o

PM/DM OZEHIZBWT, ZEOFHRFFR A CHURDIE LS, MRI O K & B{GZ2 B34 L
TWAEBIETY, MERIKREROBSG CHERZEZ R LTS, 207, MiEROEL, 2k
BT D ATREME L RS, BMEARELZH > TBMLENHD.

1975 4, Bohan & Peter |Z & 2 FefsMERIEMEF R B O W L, RZOFEIZEY PM & DM (I
KL, BAELELS HWLENS V2 UL, REMEIIFHREATROEE N 20, EAKRGHRS
ZOMD I AT —% PM/DM M OERINTH Z EMTE 720, 72, RENR2W20 PM I ST
JEBI T, DM IZRHBI72WEME A £ 3258060, RELAAOLND. 1992 4, ODBETIER INZE
ABBWIENES | 2 LT 2014 FEICWGET SN EHE BN (BASBEREERA—L—, 85
B ¥ — KgAK 2GR HEEHR 501) OWTih Ty, HERIIZHEEEED 1 >TH
HIMMEATIERD. —FHT, iivA ha 7 ¢ —REHE I AT — 2 SO FHEE ORI MNETH H -
D, MIRENC T ERRD LI L SHDIEFTZ .

2003 %&£, Dalakas & Hohlfeld (Z & 5 PM/DM O2 Wi fE#ECIL, APRELAT A EEIHE & Shi- ¢ .
F77, 2004 FF L2014 4D European Neuromuscular Centre (ENMC) V—7 v 3 v 7 CE
IR MERIEVE TR RO EUETIX, PM/DM OFilEIZE 1172285 PM & DM LIS O FG AR &
E 2 BN GENTEMEEESENE R 4 /39— (immune-mediated necrotizing myopathy : IMNM) & #t ARS
PURIEWERE - o akBESRE (BUR) JEMERE (anti-synthetase syndrome : ASS) ORI, e 3 A
HATH290 . X5HIC 2017 FEOFHEEDHEILUETIE, PM & E ARG R OERN FHRERAT AN & 7
STW5H 7. DM IZEWT Y, BMAREHRIER & R RO A CHEOWT N IFE L TO DAL
ST, HEREBET D0END 5.

ara b= LA, BIREFRCER SN FO—2THD 3 a b—azVTIEREOH
ERIETHD 9. BETREENENE SNDD, HRERDIHNBRLN, MORREEOERIZ LT
BIEEOFRBUIHIAD RN &b H Y, EATIE 8L L TWRw. 7272, BEFOBRL AR & 13872
D, #0ik UERATREZR 720, RN RHEITITA A S Livaun.
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1. 1IR3 - BAGRME & XEMRSEOFEEICINZ, HMERETOMHC 7 SR THEORRTEZE

BT AL EHETS. [#EEREE 1] | [FRIERE 8.5]

2. DM 247G FrR & LT, FREIFEZEN (perifascicular atrophy) ZEHMEi T 52 & &#HRT 5.

[#EEREE 1] || [FIEFE 8.6]

fE 5N

PM/DM TR B 5 i BEAT L & U C, 8558 - FRA At & kRN ~ D RIEM IR G O 7 E D B
ECTHhDH V. MFEESCHRNAS~OBEZERORBECEREIINZ T, ~7 77y —JIC X DEEMRHE~D
BEMNAZONLZLEEHDH V. L, —EOBY A a7 4= A 3F— TRV SIEHIIRE % 32
DL ENHY, WHNCHEET DUNENR & 5. FEEIEAHBRAE D A AN ) 48 B 3 A S s
A& (major histocompatibility complex : MHC) 7 7 A I 8l &4, PM/DM (2385 2 EH 72 HT
RTHD. FRMERIEMEGRBOBEICHO-GE, BE 78%, R 5% LHEINTND 2 .

PM/DM 1%, T4, fpRERsR08 L OMIEFM R mAIIC S &, PM, DM IZINZ T, SEITEIEEEE
X A4/ F— (immune-mediated necrotizing myopathy : IMNM), i ARS HUAIEMERE - Lo akEESE

(BtiR) JiEfERE (anti-synthetase syndrome : ASS) DEFRIFANED HiIL>oH 5.

9, DM ICEHI7iT L L LT, WhaJEPHZENE (perifascicular atrophy) 23 F b d 8 . 7z,
FHNES O BMMAE ~DO A C5b-9 thE LRWIICAEH & Shd 9. S 512, DM OffFEE O IC TR
A =7z OENRRBRINTNDZ LN, ZOY—I—ThbdI 7V UANVAMERA

(myxovirus-resistance protein A : MxA) O Fi#RHEN CTORBLN A LD, ITH, MxA OFEBLA HJE
PHZEMCHIR Cob-9 TEED VTN LY b, BE - FRRENRF VLIRS T\5 8. DM Tk, MHC 7
F A1 BBUIHREHOMMHETL VR Ao NS, £70, RIEWE SN TO D EEERD 72\ DM

(dermatomyositis sine dermatitis) T, D DM & [FEEORHEFT L2 RDH 5 6 |

7 2 /7 vV tRNA %43 (aminoacyl-tRNA synthetase : ARS) (ZxF3 D HiAN G L 725 ASS
TIE, BHAEFEERIZEESE « FARRKEDS B S5 A a8 PHEESE  (perifascicular necrosis) 7237 B
IR D DATRE SD 7. DM IICRFRMIZHILT 5 MxA 1%, ASS O TIIRE L2 L,
DM & ASS TR DHFFIC L 2RALEZ NS Y .

PL SRP Hii&oht HMGCR FLAMF R A 2Pk & LTI B 5H IMNM Tif, WELFIIIEEINED &
VWEESE - FAEATARME A TR DAY, SIEMIIRIEEICIZZ LU, RRHERE B Ik C5b-9 DILEDRH D
N5, FEPOIIH YA e 7 = LT AL H Y, BRSO OEESLETHS.

—7J5, PM RS9 7R BAT R E LC, MHC 7 7 &2 1T O3HN EF U= IEESE ki 2 CDS [t T
A EL Y BHA, WES~IRIET 5% (CDS/MHC-1complex) 23EAHAEICA B AL, DM &35 D+ C
HHZENHEINT Y. UL, EREETIIREFRNICOESND PM 13£<72<, ASS X IMNM
T AOMEEEZOLND.

PM/DM O#ERNCEE 2 E AEH K TIEL, BOBREBZER TH D% 22 FH8 2w B L Ch 5
B, ZOENOMHBFETHBIEIND 9 . BRI ZROBZOEIIIR~FRERICRAIND. KD %
faozEiy, 280 H AR ERPEFEEADERER THI TLEI LDICTEOANLENTHS.
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DM OZWHC AR EIEIRE LTI, ~U A ha—7%, Iy harEBBL 0Ty b o U 8EN 5
HNTEY, 1975 4EITHE S 17~ Bohan & Peter (2 X Wi iEdE U 2 /n 5, DAETIX 2019 4E A4S
B8 O W, STl 2017 4 The European League Against Rheumatism/American College of
Rheumatology (EULAR/ACR) 2% 2 EFENFERAES IEHE T, DM OBKIHBIZEEFN TN 5.

DM (23 Tk & e EIR AN BT 5705, 2 ORERFBEIEIZZNENDORIBIZ L o> TR D . JRIEF
SLPE LIS XD 0BTV E SR — S RARIT RV A 9 ™8, DM ORWHICH A7e 8%, DM IFE
B{Yy72 %% (pathognomonic) &, ZDIEN 0 DM (ZHH#M 72 295 (characteritic) & 2T 5 K%

(compatible) &IZKE 3T TR T 5.

DM % EM 7L K% (pathognomonic)

DM (ZFFEA72 9% (pathognomonic) & LTClE, I hrrEBRBIOT Yy ba U ERH T 5
5. Ty bve BT TFREOMESER, FHOEAFEE M REESC T RS AR T D R A~
BEZ S LR a~FLa, AR Ths. UEORMEYm (HECRE) LA L
TELD. ~U A b —7BE EIRBOSOSCEALADORIERABE CTH 5. i B TIRBTZIED 22 %
BF5Z bbb, WmEmEANERED, EAHETRNI LR, Aozt 555 . ~NUAF hon—7
%1% Euwer & Sontheimer 5|2 X 2% ¢ TIIHRMN 2L T, DM ICHEN R KE

(characteristic) & SN TWHN, 2T 7~ b —T ALBHMEMEIE THA DL Z L1TIT & A 7L
“DM (BRI B 72 292 (highly characteristic) 8 7 ”<°“DM (2821972 H29% (pathognomonic) 8 9
CHEEINDZ L dD.

DM 2887 K% (characteristic) & L < [EEET % K%E (compatible)

DM ([ZHRF A TIZ 20 A, DM IZHF %A (characteristic) & L<IZEET 52 (compatible) & L
ThRA BN DT HID. DM ICH LD B, RO L > TR R0 mRZ 2 2L, Fifi
7RAFER DT DN TND Z ENZ. Lo TILb ORB AN T 5.

BT, ~U A hue—7B0E0, B, #EE, B, A~ OGS LIZ LIEALND. A
AR & NIRAES bR CTH 0, T CTBIAMEZ 23252 b H 2 0. 25z 7~ h—
F 2 CHE BRI OB 5 L 5 ICIBE BT % Okt L, DM Tl & EIC b ATHES 2 b5 1010,
TR CIFEE RN ERE BT 52 b H 5 10 GEE T, FBEEREEZEVEL & 7232 &
10, B EEDRVIEREEMEMEEZ 22 265D 9 . DENTIEOENOERECR A2 LT 5
12 R EYRE A T, A AL S 189 19 | F 725 1352 ovoid palatal patch & L CHEM AL
BRHRLND 19 .




RERCIXRIIES, B3 - B O BRI TR BN, T V ﬁﬂ%’?“/ 3 — /Ui & K
%18 | RMEEAE D ZENEL, LI VEBIERY g — IR X DR EREZ HND. DM
DRI IBIE—RITRRFEZ D 2 &b, ;iofﬁ%®ﬁ%bibé_k%%é.:hﬁ
o LT BASKLEE & 5 UV scratch dermatitis & 6 KIiE 5 17 18 | J§ B E 28T TOVE A ORI 27
FFRIZ 1T “angel wings i feE & L CHE SN TV D 19 &b &3P SAE HURBIEGIZ BV T S vz
19 23 DB BIERIC L > TED XS otz n T alREMEN & <, ZOMOPURGERITHL A B D
TR ChDH 10, Rk, ARk, MEILE, REFEWHEREOLEREEHENRET D bDOE S
R (KA ¥aTi~) & X5 ZHREENIT V Bl 2 — /Ui o 2 5 3 2 000 e ]
RENBROH T DENNCIAT D2 EMEN 9D | FBHOREL XL, FHUTOD ASKIENEK
ENbZ b5 1020 ~22)

DU Cig, FCPE DM FIEOMENIARR S U < ITEROALBEZ 4 U, FEIC KBRCESB R 12 1A
VAL — e LIZNARBENE LD Z Enb 5. K TFOREE L CIIRI#kRCR T A KAk 12 28 ~26
N0, B NE IR TARIEOBEENEN 260 | 7, ARAIZBEES @ 2 &Ik LM iRz b 4
U527,

FRIZBWTE, FROBFMRLFEFICALNDS Ty b v BN, kR BB D T8 O
RPFHEICHAEL, SBEEOEEZREL, ¥iTdy b #MEb LIFXEORB L ER2 . A=y ANy
R (B TOF) (RHE R 0/~ « FHEEmE 2 DREIC T TE L 2kt RBTH Y, b L
t &P ARS PUBIEMEREIC S < b D Efits S8 16 29 29 | Zfthod H S PLRBED DM B#H

IZBWTHHET D Z ARSI TWD 0 | F, A W=y 7 A RERRED RIS D E ORI H
B2 b TWD 10 PR & N EEHAIE RS ET ) 7~ h—F ACMEE, OB
FTHIRO LAY, DM THERICEDHND 9) 10) 31) 82) |

DM DOZWNZIH T 3 DOKEEIER, Thbbay hu g, v hnrmg, ~V4 he—7%
Ml bEMR SN, o 2017 42 EULAR/ACR FRRMESIEMERREBITEES CbEEn 0D, —F
f:®2m7$EMAmMm*iéﬁ%ﬁ%f@%r® S ELEIC VT, F925 %D HBE T, 3THAW
2T OKFET R AT ST, BWICES R oT- L OB N D 5 3930 | HfE, KRN ETHH DM
%%K%ﬁéDmmw?w774)& £ 2 BB D3 R OV TR I BE R P ZC K 0 s
EN T2 3 . DM TIXilH, FIROEROENIZ EFLO XD RERO BB NRIET 2720, —RAY
Fhue—7Bay har#iED L5 REBICRATH, ZOMOFT RN IFE LR WSO
BOFREMELZHRNTOLERD D.
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DM O F¢ G528 OIR BRI FT FACIFAF A2 b 017 < ¥V, BREERIC X 2 R EAL Rk o 2
DO RIEHR EHEERWT 5 Z LIIARARETH D, FICEFE=Y 7~ h—7 A OB PRI R & X
< ORTHBELTRY, WHEZFREMABRBOLNOERTDZ LIXTERN2 Y . L LR s, DM
(TR B A BT 5 b DIk A RIRER S 5. 1095 - BFER, WfiF, Yradq F—v X, REY 3
fil, 29 EAIERERRERIE 2 ER DT D, 2 b OEBEZERNT 25 5 2 TR ST RS
LB, FRICEFEM R SR (amyopathic dermatomyositis : ADM) #1X U & LT fT A
U SITBWINRHERE TH 5 X 5 2Bl T, BIEARE 1T U CORBEARRG 2 B L72IiE ) kv 2.

BRI, —MRANCIE, BB HIVDENLN S A AR b LN W THATS 5. BT AL
X, Z<O5H, bo b bEMOIRNEMLRIDROTEENEFRZ 72 EHRER BB DL 2R IRT 5. BB
IZHRTREBEOIE Y NAEERFTAME LT WD, FIROFOEN 2 L OFT RO L7 XX
RERETRDPSTZEVIWER DD ¥ . FROERIFR L, HREOIE OBRBITITHoBET 2 LEN
b5, ERIERT, A<V VEEEZLT, ~v XYy eV REDIED, TAVT UERE (L
FWE) REBITO, £, RETHNL, HRIEARABIERL T, 7 v 7 ) ORISR
T5H Lk,

DM T, JHELHARIIC & RE)E (lichenoid tissue reaction : interface dermatitis & & KiXivs) %
2T 50, AR 7~ =T REEOROE(LEED ZLidden VL BREROE S L, B EEO
M8 JE P S D VIEHAR O U Bk A EIR L Lo RIEMIQIRTIE 2 1 5, RELEE OWRCIR A 05 5 5
WA (U8 y MME) BRBRbD 2 & 2R E T 5. BRRISEZ T MO ERBIZ, KET) 7
~ h—T R, AR, SRS, B e 2, SRR R BRI, EIRERER ER D S .
F£7-DM Ti, BEROMBEIZLAT U EZMED 2 &%, 5L MDAS HURBEIERICIX, mEEE 5 <
ROHND ETHRENDHD 00 . WETOFT (A =y 7 A K) TiE, @At - shfalk, KEE
=, {EHREE SRR CTH D O 8

BRIBMED B CIE, REEOEES, EROGAHRIGRCMEILENE N2 X 5107725 V. BTk
W, REIIZFEMRT 223, v b BT, REITD LAAERM (BE) OB E OFLBEEER &0
WA Z T, BRI SORR I ZEE O TR B C & DM TR A2 & DITZRNAS,  FREEME X 0 /NBEME
DI R 2RO D Z L NE L, AIKIEE 2R TFIICREO L2 bH 5.

HOCHUREREE TIE, BRIEREST~O@E /a7 ) UoMIROIENRO N6 EH H 50, bl
WZEbEL, ZORBRIEELRNY .
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1. PGA (Physician Global Assessment)

EERTAMT © B HIEE OB AN CH Y, KIEORBIGEIECEERESY 0 READOFHLZR L) H
510 GEFICEELRER) OO 10 cm OMIGHERE T F a7 27—, 5 BRED Y » 1 — F RETHE
fili, fEEIOZZE =L ICi L CEMliT 5 HikTh 5 V. EMOTE CIMET 5729, sHMEERICEN
ELD.

2. CDASI (Cutaneous Dermatomyositis Disease Area and Severity Index)

DM B3 DR RS O & BAEE 27l 2 HIE Ch 5. fEFIFRIIC 156 DIEBIZXS L, TLENh
OB U TEBIMEOM & L CHLEE, 88, ODAAREICOWT, BLOREHREGOEE LT%
W R ZRE, AR OWT R a7 (i & L, KIGRED A & EIEE Ol A41T 5 . ffd PRI X7 &
LEHIICINZ, FoAy ba o, TNERZEE, REORENHIVIEFTA T TITMET 5 LR T
&, IEEMEIL O R D 100 A5, BEREEL 0 D 32 MU CRHliT 5. PGA & bl U CREAME B A3H1 5>
fEENTEY, FHMEiFED ENFAR CH D, 2078, R—FRNZT TR &RERM Lo 20
DipiroTHEY, VU TFRELKERENMER L6 00 CDASI OEFEMERRD HitTnd 2 .

3. CAT (Cutaneous Assessment Tool)

INJLES KOV AT 33U B RS SR M 175 95 FR D [ i 7 B2 IR 2 LS OIS BTl 9~ 5 72 D1 CAT ® 23
2007 FFEITRF SN, BEIXTNZ @M L7z abbreviated CAT (aCAT) #4325 Z &t <<
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R, REHREA=27% 0 8005 20 AT+ 5. &HHOAFH A CTIHMMAZ 3252, CAT I3% D mfift
FRFIHE TR VEMETH 2720, aCAT TR L S, ZRENDOFTRN & 5 D372\ 2 ]RUTHE
g%, FTidHY TLA, FRARALTORERY, BREREBIGEEMER 2 7I13RK 17 8, REHREA =27
IR 11 R 5.

4. DSSI (Dermatomyositis Skin Severity Index)

DSSI (X DM D JZ 4 OB BIEEIM: A FHE 9~ 2 FREE C, & 2505, Repil, LB, T 4 (ki
SEIL, BN TORIR, B, S5 2R 2 IS s A b CRE SN ¥ . KB
AR IXHEFE DA SIS U T 0 M b 6 AT, ALBE, fAS, s IXWITN S \EEEICG T TOAND 448
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CQl4-1 BRHEAF

PM/DM DZEIZK LT, BEFTOERE LTEEHBRKRE, BAMESMAER BHt2%Y
A%, BEERY R FEERTHLEHETS. [ 1]

fiE s

PM/DM %, FeMERIEMER#E R (idiopathic inflammatory myopathies : IIM) (2773415, @
L Ciled b 5 HERFRKRIERIZ, MR TH D, Hiflikicxtd 2 B SO R, ko Rtk X
OFARMEEN R S D, §Efli7e B BT L PM & DM CTill72> T o Z ERHERI STV 5.
F7o, HRFREAB CHTEOTREE S PM & DM TiXEi->Tnd. BEFEOR)T, BARIERE LTH
K& BT HEBIT, 2HMEREIE (systemic sclerosis : SSc) , IRG ML G ALK (mixed connective tissue
disease : MCTD), #&g&ithZ3EKA (polyarteritis nodosa : PAN) T&h 5. F£7-, IIM » 1 fifl L&
2 BTV D HL ARS FUSIERGRE - FLapkiER (HUA) SEGRETIE, MHRIERNBE T, FHROZMEMK
JERDIEATT 22 &b LIXFLIEALND. ZORHITIE, BSKIERN O v~F eizlisns 2 &
N %,

SSc %, FEZFEMEEICAIFT 22 ENMONTND V. ZOHAIZ, SSc (B L7 fHiE & 2l S
nszZ Ll PMOEUCEHBIEREEEZHISND ZE0NH 5. MREOMENMTOILTEY, ZDORA X
fENT OHEIZIBNT Y, SSe BADOHRTH LD, PM O THLINERZET5Z L IZRETH 72
2. SSc ITHBT LA CHUAD S B, H Ku Hulk, i PM-Scl Hilk, i UIRNP HURBEORER T,
SSc-PM OEMBIEGRE L W SND. DF Y, BUEHMEIIEIRD & D, SSc FF5EAY A CHUAHIBELL TV
L%6a1%, SSc DFRIER &2 S, BHEEMREE WS D Z & RZ0.

MCTD TlE, Z® 40~50 %ITHIENRBO Lz EHiES N Tz 9 MCTD 1%, SLE, PM/DM,
SSc D 3 DOEEDH B 2 DL EOBRBPEMB L, FEOREEARIEREZ 2L, §T UIRNP HiiE3 Bk &
ROHERTH D, FIELSMT SLE #RIER & DU ME SSe #RIER N H 5708 5 R EERICEE TH H. £
7z, MCTD (ZHF#E 22 ligdnli s & UC, MshRMEN m e, MRV, = XHREEEO 3 523 H
D, ZHHOEFNOIERDGED HviUE, fiENH > TH MCTD L 2lrainsg 9 .

PAN (%, ®PRME £ 7213/ NEIROEIEMEME R THY, Fx DGR EE =T 5. HHKRTZET
HZElE, 24~80% L BMEEICRO NG O . TORFIEIEL, HAEBRNOMERICED HRE, HRE
WCEOBHIMETBEC DGR H 5. MEZWNIITIRZE ORI CTBEMEIE R AR T 52 &
Thbd. HEX, &HDVITHERNPZENCEL-D. PAN T, FRENOZE CHURIZFRE STV,

iV v~F (RA) 1%, HIHETHAEL 2561 3BER S 2 WVITBERIC XY, ik, TRROMIIE




TWAELD. Fiz, EERfEEZ 2925 £ THEITHRO UL, Hi/MEFIEERER->T %, LaL,

RDELDZ LTIV EZEZ LN TWAD., MEREZMHED RA Z# BARTIIEMEREEH Y Ov~F EEHRL T
BV, ZOBEIE BENAELDZERH LD, HHICLEREZED D ZLIImMOTENTHS. RA
EHRL L =2 BEFIRIERDPYIBIER TH Y, LA ) —BEOEBMLTOFT (X h=y 7 AN R) L JiEh
DAL, MIEMEMREZ D R4 CHEEIZ, HL ARS HUkB %D PM/DM 3% 5 7 . BT
FLETXBRRD 22 TR TS0l 23 B AL TR AL T, AR CORERMRE CHAZ RO 5. LB
ROFER DB PHIFIER TH DA, RAICFERMZR Y 7~ b RIR7-080 CCP Hilk 2Bt cdh i
RA L2IrT& 5. —JF, i ARS HUABETHIIE, Hi ARS PURIEMERE - FLARKEEE (Fifk) JEGRE L
Ex 615 PM/DM &Z2rcE, Mgk, MEMMEREOHBUIIEET 2 XNENH D, FFEME S HUAR
Btk IEFI T, ZBfHRBHLTHIUE, RA LBBILT, LY U~THTOIREE DN, BED
T OB ARS HiiA TIIMRE TERWHLARS HilA 23 0, i R OFBUITEE LESBBISENLETH 5.
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5) AR, 1320 1% RAMER AR (MCTD) OB - BHl. JEA4 57 B8 BH A0 8 M B4 MR PR A B
WP g2 HHATER DBORMI IR B CouE i BB RS TR Sikm B . MCTD (RAVER A FLMN)
PIRAA BT A > FILEL, 2021 :2-5.

6) mHFH N, BRIERE. BEHIMEZEEIRE. SR EMF fR. % 4 ) Evidence Based Medicine &3 BRI U U~ F2
W AT 4 AN 2—1Fh, 2020 : 488-495.
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CQ14-2 MN#ERF

. PM EHARGREERNT D L EHET . [#E2EE 1]

2. FERRE BREEER NOW - KBEE EF - PHEICKDIHE - Bk, #?E’éiik'liﬁ'ﬁk
NEFBUHE HPOAMAT 14—, HREHESHNEE, EEJ—:L—D/J%%%%EUL%JE?é_

LEERT D [HEERE 1]
R 55
Dt AfkEH %

BIAMBIRIL, I 50 sl ECHRIET HIBMEITHEOMER Th 5. AR OM MK T & i %
DR & KERWBARFIC NS Z ERRECh 5 V. @& CK MiEE 23523, Ze§RF0 CK lidm< T
% 2,000 TU/LRREEIZ L EF D Z EnZ. —HOAERNIC Cytosolic 5-nucleotidase 1A |Z%f9" 5 H CLHLIK

(NT5C1A $tfk) Mkt &, ZWoSEIe %, BT, KRG - ZHEMEoER HALEN, 7
HEh B & o TR TN %, ZErir B R E (BHE B BB PElRshD 2 &%
<, MRREMEZ L EIRIFIL 9 E)ﬁ‘?ff’ﬁﬁ%ﬁ (fasciculation potential), FERIE « ZARMEOEB) HEALEN D

LiIFLiZBlE SN D, BHAKRGHROMEZWIIIHAEMPLEATH S, EAEHROFHFHEITRIZ, PM

THESNDHBEFTR (Mlag®s éT)/A%@%ﬁ%_%k BT 2FTR) ICAT, Z2ROMH
HEWCRREL D 2 @ligi S, BED ZERicae %52, p62, 7 I A KB, 43 kDa TAR DNA binding
protein (TDP-43) 72 KD Elﬁi)%f LTCWDIZEDRRTHD. PM/DM & LR THRETREDFILZ
L<, oz~ 2 &%,

QR

&Yy ('74’/1/2, M, B, AR Ko THRERIET 2. BYYEIC I DHBRTITHRELED Z
EMZN 2 FRARRNIC U A VA DTFEITRER SIL TV 0D, BRx R U A VARFIR L LT#E S
T2 9. RERRIREICH SEETIE, 77 DBMRESH DAL 2HBABZN2 Y . (xS
TAZRYTVT, F#EBCHMBLRELHEADTER LS Y |

QEMERET, NOMRHHER
AR R (Na, K, Ca, Mg) (2L > T MR N & & 729, PR o6 34 o0 A 5 2 ik
TLIENEETH D, FURIERETTERE, FUIRBHEREIR TE, IR RCERRETEEIZI AT -2 &
TREWREERTH D, £, PR, RERBEFIER EOERMEAHET CEIMm IR TZ 2723,
%E’J?‘iﬁ*ﬁﬁ{“fkéfw\f BEJGw LA Ci, S0 ©e <, BRABIBERICH MR R CRIEL 9
. MR DA DI« RSPV TNLFS & 0 HIFRFGICE NS Z E RRHETH 5.




@EFH| - hE

%< OFEFIDPHEEOFRIK L 7225 ¥ . KA X F AN X A HREE, MR ISR b FERIEE S
L7120, EE T TIREEAZMHR T 2LERD L. R TIIRETF = v 7 RA > MEEFEIZ K DR
BINHEIMERICH D, T a—L xR EOREEE TIIHIE TP CK LHEZ &L 9 5.

O#FEEBkIERh %, IFEMRIE

HFRRERVERD 20 T ARALRR AN CAFREERIZT 23 DAV D . PIBFIEMERRAE I, ARALARPIC BRI IR 4 38
5. EHLLHANDOAITHENRKE L TWDEE &, REEREIIRESY L a A B—2 ADENIERT
BEGENB 5. PMIDM & OEFNIEFHERNHR TH 5.

@HmTA AT 4 —

JRIEBINEE TH L. SN OEBNETTHD Z ENEL, BRETEORBZ R L, FKER
T f o THEA RBERI T A2 29 5. — BN, REF P BSEA I/ IR T2 B2, s
17, BN, BIRERRENLOND Z ENL. SHOFREEFNFEESNTEY, HPA bn
74— OBKITBIE TS AERTH 5.

DR HEETER

PR A B O TR FR G I SHED - R MU BNV DR F 2R 2 &3 5. EIERRIESIIE Tl 5
FHEIINZ T, IRig TERCH MR TRALND ZENFHETH L. 7T L2 v b7 ¥ PR FE
RS RER T 0> o 2 —BHURRBWOBREZIL D, T 8=k - f — F U R T,
IUE TNz CHIETE, BERGHET, n@k a2 29252 &ML, PIQIL AN T AT RVHUENR
ZWDBEIZRD.

@EFH—1—0OVKE

REM72EE) = 2 — v IRBTH 2 HEMMERIREEL, EB= o — o UREFICL D EITHEON )
KT ez L, BEEEIIRY. CKAAEITEE LR 2 L03H 5. MM dasiE, WO,
TR 2 fERE L, SHHEXIC X DIGEMEOFRRIFME DA EEZTIND Z L AERHIICEETH D.

Xk

1) EHAMERESEBORMITE R A BHAIE R BIC BT D AT TR E B AR 0B TEARHZ% « 2ROF5E )
TEZER . BARR R ZROF51E.2017 @ 4.

2) Radcliffe C, Gisriel S, Niu YS, et al. Pyomyositis and Infectious Myositis: A Comprehensive, Single-Center Retrospective Study.
Open Forum Infect Dis 2021; 8: ofab098.

3) Crum-Cianflone NF. Bacterial, fungal, parasitic, and viral myositis. Clin Microbiol Rev 2008; 21: 473-494.

4) Janssen L, Allard NAE, Saris CGJ, et al. Muscle Toxicity of Drugs: When Drugs Turn Physiology into Pathophysiology. Physiol
Rev 2020; 100: 633-672.
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CQ14-3 KEHR

DM DR EER EERMNEELEEE LT, SLE, CLE, UCTD L EDMDBRYR, &8, Bk
P, BRMERER EMEEBRLEFEEET I EEZHETS. [#E4REE 1] || [FIERE 8.9]

fi# 3

DM DRZFEREIRITZLF TH 2 AR T, FRCIEFAENE DM O5A ITITBWHRILIC ISV THE TR
LR % . BIBOATOMIR A2 R L, ?’Eiﬁ(@ﬁfgﬂfﬁ%%@/*\bfﬂﬁl UT’T% & T DM 2 W D IEREdE 73 B
T, BT Do RERE L OERNMEATEHSH. DM L 2B SN DENZR R 228 A STV
FEGNCES 2 D38 E SN TR Y, T~ KRE L L THFETE 5.
DaSilvaDM 53, DM & @2l L72 23240 9 5, HilET DM & @2l ST e - 72 83 129 4 (55.6 %)
DLIRIOZWi 2% A E AL, 372%IF2H %) 7~ h—7 A (systemic lupus erythematosus : SLE
) F73E>= Y 7~ h—7 A (cutaneous lupus erythematosus : CLE) , 29.5%I%, Z3fENREMAE GGk
J%i (undifferentiated connective tissue disease : UCTD) LW ST\ =2 & 75’?&% LTnwa V. F, 2
WLISMTIE, WIE - R, b, SRR EnEENRTEBY, 2L LTHERDZ LWEFEYE DM

(CADM/ADM) % CIIREB OBE RN @ -7 V. RERICFZ A—7 %0, CADM BHD 41 %72, 2
I§7 LRI lupus erythematosus (LE) 7213 UCTD &40 ST 2 L0 9 Hi45R, ADM HBE RRIET
SNTWBWi& LT, LE, MR g%, RPEm, o, IRREUSER 8 onTns .

¥l CADM/ADM & TIE, BEERDEHNICH B2 52 2R bERRFTIR L0 %. Jeifd Da Silva
DM 5O V2T, DM BEDOBEIIETIL, 86 %iZ= v hu M/ EERH Y, TR BB
TZHBEDHH 92.6%I21E, VIEEESY a — A lE, RVAY—F A, NVARR—TE, A=y A
AR, NEALBER MBI SRR D 5 5, Dla< &b 1 DLl L2~ TR Y, DM OZR 72 SFER
ERAMICZELHWT S 2 L 0BEEMARESATNS Y.

3k

1) Da Silva DM, Patel B, Werth VP. Dermatomyositis: a diagnostic dilemma. J Am Acad Dermatol 2018; 79: 371-373.

2) Ghazi E, Sontheimer RD, Werth VP. The importance of including amyopathic dermatomyositis in the idiopathic inflammatory
myositis spectrum. Clin Exp Rheumatol 2013; 31: 128-134.

3) Euwer RL, Sontheimer RD. Amyopathic dermatomyositis (dermatomyositis siné myositis). Presentation of six new cases and
review of the literature. ] Am Acad Dermatol 1991; 24: 959-966.

4) Concha JSS, Tarazi M, Kushner CJ, et al. The diagnosis and classification of amyopathic dermatomyositis: a historical review and

assessment of existing criteria. Br J Dermatol 2019; 180: 1001-1008.
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HENERDCEMHBUDH NETEZREOLWGES, BAHZHNERELLD. REFHOHN
BETONM, EROETEZIEEOL, BEUIANNF— HIA AT 44—, KBMEIA/AF
—, RAREE, BFNMEIANTF— FEHOREMFEREZENT I LEHETD.

(#5211

fiZEn

FHEVERZ G2 (Juvenile dermatomyositis : JDM) OF2WrIE, ITALFHEENL O MK T & RV 72 F iz
ZRT L5, HIRHA S Th o, L, BB EE 2 RO TV D55 13 L. JE&GE I A3 F—,
A ha 7 —, @M AT —, WOWESE, AN I A ARTF—B LA — =T v TREGHEZ S
DIMMOBEE, HORIERE, JFRIEMERE R ENEN T NERBICHT HND.

JEGANE I AT —INRIZZ W e S, 7 RUKREB L OESHEREZ X U & LICilE, v A v, F
Al FREFEREICEVGISEISND. S, AN, EBtoREE LD VANV AERRDOSL
IFAMORIBEZ &V, W%, OFAMEIIIZRMET, HREE 2 I3BmmAitEs 235, 4171
TUFTANA, FHCBRICE D b OB R H S VY JERITES, BIEMHE e 7 AMICRRHT 5. 18
FILANICER R 228, 1 0 AIEEBIETHZ b HD V. 2O, a7% v F—T (LA, b MuERE
TANA, TTI)IANA, 7OVRTA VA BLY, TV UANARENFRERLZTY . ~( a7
A RPNV EXRT Y, TV =T 0 FIHAOFKRERY 5. " YT T A DBRREEGRIC L D5
ROBELHD T .

oA IR T 4 —, BT 2= X &Ry ) — TN BN O MK T 279772, PM, #4E
MERROENCTEETH D . T 2= XROERAFIEL 2~3 m, v 7 —AIFEH T, B
4D 3,000 41T 1 A OBETHRIE, 5< BIEEOMHIMET LREIEREZRT. YA a7 4 VBIEFO
R AR IR TIXFERRA) 2 #E R S BT H 5.

REMEI A NRF—OBFIX VX UTEROEEB 2R L, EENC L 20 & TV RAZRZ 3. —HO~E
Fix, BISEMBHOEITHEO KT TRIET 5. DL=F o RZIE 9, TEIIMARHIREE, BEMLRE
HAE, I har U TEE, 7V OB EEEENZ YT L. NRWEEL IAATF—%2ET 5. IR
JREEREIR MIEDBREIE, LIELIERAE 2 B, fHOMEIR & g CK _EA-Z2 773 10 | FURIREERE TTHESE
T, JEADORVER MR T 27T 2 &5 5. BIHIRIMERER TE £ 72 13E] RIS RE IR T E O R
e EOMOWNDURRE Y, I AT —E BT DARENENH D 1V .

AN X 2 B EIEA B O N T, GG, MiMEird. 20 THAT A RIARTF—F
BENE S, WD THLAT S 5. fificd T Z &3y, 7V F LY FUETIIRA Y U Al
FEIC KV & E RS, A2 F U EDOIRE R FIEIREIE & BN X A4/ — OBEIIR 5y TldZRu.

F—R—F o FREGREE, NEEICIET DK 6~11%% 55 12 | L —Bl%, R,
HALBEDSERE SR SR 25 L 0 i<, LIE LIEHT PM-Scl, T Ro, $T Sm, 3L OHL RNP Hiik7z & MAA




(myositis-associated antibody) #7885 . H CRIEL B D TNF 52 250 B & I i 1 I8 BV BRI
gzt 18 £, YurAtY—s¥Ta=y h&a— 95 PSMBS (proteasome subunit B—type

8) BT DAEFIT & 25 Hf « FEAMEMRRE TIE, HRERITINA, FEEMEREER XL OREO~Y 4 b o—
THEALEE, VAR b7 4 —&E0 5 19 XEEES L~ 7 n T U 2 MIE T Y A L 2 DFH G
JHIN &% %2 515 DM-like syndrome % & 72415

DM &M D U 2 7 #N & OBBEIE, A TIEH2ICSGRGES LTV 2203, NEHNZIZERD b T
218 BIETOMAE Y Tk, JDM BED 1.4 %ITEMEE A RO, A, PHERSR IS X
Y N EE WS NN WEMES CTH Y, JDM & OREIIATHS.

FERGIRAE D I 9 5 BE IR WS E#E L2, AREFEBICIT S & THhDH. DM TIdE
JE LT U WHE TN ) REERESHEER ERT. Ty ba v mBlE, Wi, R, R,
S R, ROARENE, FAMIERIETH (ZNATEOBIRIENER), 55 0%h LI
BRE L IRF S5 TREMED 3 5 1819 | ZIBREENGIT L — 7 AR, B E R, 1 L ORE T
fa ) TR S 19 B ORLEEER L OB O AL, FRIRIER R d L Ol & Bl 5.
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calD PMDM I £ 2B HETERFOA BRI ANF—I2 & 255 HET ILEEE
BIZH DN ASMDRE (M&, EMG, MR, a4t &) THERIRIREM ?

ﬁﬁﬂ&l‘é:éﬁﬁjﬂ&?tx%nff FEANRF—ICEDHNETOERNL BEREERERRESEIC
THREMICHIENYT 5.

fi# &

R OIERFPICEMBORIE R EAT v A FEH5%IC CK NEFHE/2IER CREOHEEZ &0 f;bﬁ%ﬁ%
INE T DT T 2HAICAT A RIART—%EH V2. LhLAaBb, A7aA RIA/F—X
EUIRBROFEREIIFL TR Y, BN, 2aikhE @ﬁﬂ: KD REEE, BEOEIRE Mu;bé&
BRICEDHIETNAT A RIARF =R L < 22855020,

AT uA RIFANRNF—2RIET HREIBREAT v A NGES, BIBEKREAT oA RELNOIIEF
TOMBITIZBEAZEZNH L Z ENHMBNTND., IV F=Y 1 Y T 10 mg/H OEGETAEL
5L EE vk &, 40~60 mg/ H O#EE| ;ot 2 EMTAEL, 1 0HOEE TIE—EDREDH; )
KTZ2RDDHEORENRH D Y . zﬂaf:, BEMEEG 2 A9 2 BRESCEMEICTY 27 3@y | BEITL
EUIE, thoBIBRE AT a4 RICX 2EIER CTH DA RS, OIS, BERM, RevER, R
Ak, BHLERIE % [FIRF J#:oﬂ\z) M@uw) )

B TIE, AR EAL CIEMICAE T D Z &N T, B XY LEHHICOIE SRS D 2 5 .

X (electromyography : EMG) Tl Z LA RO LFIRF IR ITRD 2N, ik OFKE
DEJNCHHTHDL VYO,

AT aA RIANRF—TIT 24 BERF O 7 LT F U PHEREM L TRV, HWrD S 2 THEIRD L
WHOBRERHLINY, BT LRIV EDORELH D .

IR EL TR 72 type 2 MAMED ZEE 2780 5 9 7 8 | Bk MRI OfEA#NH] T2 s i 21t %
RO DGEITIIHRE D N 9 10 | WEOEEBN AR SN > CHRFTRZRBD D EBHDHT-D
F N EFIZ LT D zf@%ﬁﬁ#%%“@%é. £, Vv v TIRBET, HBEERE CHORE 5
&, BHBATHIE e & TR L 72 B RIS RE N A B B OMBIBRICH D L W I HENH D 10,

AT aA RIARF—BEHIEE LT, i1 5 275>Hﬁﬁ2‘<f-0) i lioRE, CKAEDOZEAL, AT
A, TRENEZRAENNCE T2 L8RS 2. 4:! HEGAICITREIBREAT v A Ro&h&
AT LT 2~8 ], ZDOHOFH IO EIE D Z ;t D#UU??“% ERMBITR DA LHD D .
AT A R ARF— L@ R EO AT oA F‘@iﬁzg ot D 3~4 BHICLET D Y .
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1. PM/DM QEGFZTELGUVD, RRETHEMEEMEECERESZE6HTHEHE8ICIEFE
NEET 5.
2. BANCERBEETERNICIHEARFTESLN, RYEMICIXKRAILAIILETOR S ZEIEIC
EESHNZ EMNZLN.

fZ

PM/DM BEHOEMMFRHICET 22T v RIE L 0D, IBREOERICL UELALND -
W, I Z TlEAEL 10 LN OHE 2 OIS T 5.

T %I oW T, Ishizuka HIT X 2 Bligk 124 OB X, 2t 14, 54, 10 FE4AFER
IXENZEN, 93%, 86%, 8% Th-o7=V . PHRARK L LT, %%f“%ﬁ%mu\ L, M7=V
VERENN D & RS ERMENTIC X 0 i S v, SER TR b 2o T OISR T, RO CRVE AR
& (interstitial lung disease : ILD), HFil FUEHYYE & eV 7=, Danieli 12 K 2 Bk 91 BlO#I2TIX
PM @ 5 4F, 10 FAEFRNBZILEI 96 %, 88%, DM X 95%, 92% T -7-73, Ishizuka H DO &
B2 0 BRI ERRENE DM (CADM) &SN A HIEE T2 .

ILD OE&FOF M K 24 T OEWIZOWT, Johnson HiE, ILD &0fIZIES O & bl LA
BT A7 RN ERT % (HR2.13, 95%CI11.06-4.25, p=0.03) &5 L7~ % . Fujisawa 5% ILD
DOHEFTIRE CTHr1F, acute/subacute form (3 2>H LA THIE Z /R 3 SulEI T HERE MR ) T 5 4
1% 52 %, chronic form T 87 % & 5 LT\ 5 ¢ . Hozumi HI13H CHIADEWTHF, 90 HAFR
I35t MDAS iR 46 66.7 %, BT ARS HUAGYER] 100 %, #2885 B CHUREEMERE] 100 %, 5 4E
fFERIXENZEI 66.7 %, 96 %, 68.3 %L Wi L, Hi MDAS HURIEIL THAENZ L 2R LY .

PUARS HUADOFEIAIZ K 53E WOV T, Aggarwal 5 IdHt Jo-1 HUiRRHEA] & FE Jo-1 T ARS (PL-12,
PL-7, EJ, KS, OJ) HUKGMEEIZ i L, 5 FEFARITZNLEIN 90 %, 75 %, 10 FAELFRIL 70 %,
47 % & IE Jo-1 PL ARS HUKEEMEDIZ H 28, FHNEBENZ L A/RLIZS . 72720, ZOETIIRASE T
HOHROATHEINTEY, PM/DM UL EEN TN D.

BEMEREE A UF O G OAEMTH%IZOV T, Motomura &3 134 #l> PM/DM @ 5, 29 i (21.6 %)
TR OZWHIE 3 FLUNICEMIEREOZE & 720, BSOS D 720 PM/DM O 145, 5 4447
RN 89.6 %, 86.4 %Ikt L, HEMEMESEZAULIZEA1368.2%, 31.0% THomE@MELTND T .

MK T OTZRICET 285132 <X, PM/DM FIED 6 /%éﬁﬁ%if@%ﬁf’ﬁk%féxﬁ%%ﬁ@
Br U235 ClE, SIEDS 6 2 H LINICTRIR 2 MG L7-BE Tl 51 %I HdENHER S dlgxt L,
6 7> A LA IR BRA U7 B TR IECE DS HERR S LT-D1E 20 %@ E /o728 .

TN E DT BESREHEICE T 2 MEN EFH & 72> T\ 5. Feldon 5 ® PM 481 i, DM
702 BIOREWIHIRIFZEIC L, B E44E s PM 47.8 7%, DM 46.4 7%, VXIS HIR 9.2 £ DEM T,
SF-12 2 27 (F ¥~ T® domain T4 L U A EIZMK <, F#(Z physical functioning & role-physical
TRE2ZEE2RBDI= 9 . Poulsen © (% PM/DM B & /5 % bl 3~ 2 IE B RAFZE 24T\, B
® SF-36 A 27 (L7 XTD domain T L VK<, physical domain THibHABRNKE NI & &R
L7219 | H#® manual muscle testing MMT)-8 (0~80) L4723 76, £33 75 T, SF-36 ™




physical functioning & MMT-8 OICAHES #5889 7=. van de Vlekkert &1 62 ADF 7% EH % 1 3 4F
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2. MREZEHLI-PM/DM BEIZTEWT, MEBROEINNPVLELGHRICREXBERELG L UIC
AEBEERT S L EIRET 5. [&EEE 8.3]

fE 5

[EVE T B D G DR 1360 20~80 % L AIZ Lo TEBL DX H 5 V 9 3, BRTeia R E D
BETHINRS D LBESH, EMTRICEETIEERGIMETHD 2 29 . FIFERCHER CRIE
LBz TH, FiBlc PM/DM & 2207 U7 Bl ClLEaz Mgk <57 VRN R #E o> A A B L, a3t
72 CIPRERDOIRET OGRS, £, SERIEOFENRH Y 925 29 Z Lins, HEiER
1, MEREERERE, MIKREIC X A MEEMEBEORBNEETHD.

G T, Modsmh X e L OWE CT M2 T L, FREOF S, HEDNAR L MR 271
T 5. MEERERMR A T, MiTE R (%VC) O T THIE 4L 5 FsRIERED, 722 6 QNI HifEEGE (%DLCO)
DIRT THIE SN D IR EO AL TGS 5. B MR B R RA 7 iR A T IR LR,
ffifa Rz 3k H T4 5 Krebs von den Lungen-6 (KL-6), fiith—>7 727 % hEH A (SP-A), Mt
—77 7% NMEAD (SP-D) I3fEx OMEMMEE CRMEEZRTID, A7V —=T7 L LTHHT
o 8. 2L, DBREOBERMTIIINL DI LW EEEIE L2GA, E2dbO0RE
ESNDEOEENPMLETHDH. £, JEFNC L - TREBGHE, BRIV ARTH S, MIEMEME S
(ZBE T A MIEFMATR E LT, LDH 7 = U F o0 ER LR 5, FllL CQ21 22T 5. &
BRED MR A AREIZEHE THHZ ENLIELIED D72, F7EREOKEE SR MAE 722 © ONZ Jififa 5 8h ik i i
O ERFEDIER DA WA T 5

RUE B TIE, RE Sl (bronchoalveolar lavage : BAL) #RDIENY, 7 & ONTRRAE Sl
Ef% (transbronchial lung biopsy : TBLB) N A[RETH 5728, MAEIZ L D2 EIHEDL BB L, #SIIER =
LITHFRT S 2 . BAL CORIRMINEL, MR, CD4/CDS8 %D/ 32— MEHIEFATREZ A, Zh
51, PM/DM (ZFR &3 VMR B2 OB BN B W CHIBIM LB DI T 5 8 . [EYYE-CHEME R
ORI & T 50T, BAL IKROAFEOYLECHIINE TOBMRENHH TH 5. TBLB TIELMiaiz
TR L 55 2 LR 2B SR AT RE T db 5 23, PM/DM (ZRF A2 AT Rd e <, BEMEAE -0 N 2R AR IR R
OERIERA S L < ISP EIES A U ESO R H 2 HEICE B IND. S50, [EXHRE L2
BEE L7oMEMEMRBORMEEELZ & 721 9 5700, BITHI CIIRER ICEZRNLETH 5. kM
KOFEE LTS 5\ ITESE T CONRIMIAR bIFET 523, TBLB L0 @WVEEREZES 729
HISTEEICEEIND.
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a2l mEmEEs (Al Eak BE) ORESLUIEREFATES
FITARI A ?

1. S5, %, BIETX/BIEiE, CRP ={f, ESR FLf, 1 ARS Hi{AE1, L MDAS HAER DS
SI21Z, ILDOREEEET D LEHETS. [#E52E 1]

2. EEFEAE, SM/ERM ILD, DM/ADM, BRI B/AMEEEIET, v MDAS Hulk[51E, CRP &iE
PKL-6 BENBEITIE, FRFRTHDALEMEEET S Le#ETS. Al

fER

MMM R (interstitial Lung disease : ILD) OFRIERB L O T %2 THIT AR L LT, JEFEEAN
A A=A —IZEDbDORHITEND.

ILD FJE & BT D AEMR (L, mlndiE, BB, M LoF (A V=y 27 2 F), BEER/EEE, v

—Hi%, EGIEMER S (amyopathic dermatomyositis : ADM) & iF S CTn5 P ~3 | ILD

& fF 38 JEH] 25 Te DM/ADM 101 fEf] (DM 53 i, ADM 48 1) @ S fEHT R OMHTHIZETIL, ILD &
DHECIIM T.OFT (A= 7 ANV R) B286] (714%) LARICEN--V . £/, ILD &40f 83
iE 5 2 & > PM/DM/ADM 134 JEf5] (PM 58 f4l, DM 58 f5il, ADM 18 ) ® =74k — MF%ETIE, A&
fRhTIC C B /BRI, LA/ —Bl%, ADM A2 i ILD B & BIE L T e 2. 23 ORFFEICKE
% meta-analysis Ci%, ILD % & B & LC, mlp, %, BSR/MEEmARLLISNTZY . Zh
B ORERRIE, H1 ARS HURSBIAEBI-CHT MDAS SUAGIEAE B O RFEAVIER & G BL TW D AR & 5.

ILD FJE & B g 534 F~—A—1%, C UstEEBE (CRP) @i, RifLEkitkEEE (ESR) JTiE,
P ARS PLikpE, HT MDAS HUIRMsE, BT Ro52 HUREN HIF BT @ 78 . DM/ADM £# @ ILD
PFFERIE, PL MDAS HLRR 1 43 JEFID 93 % & Fiffe=R1Z ILD Z ff38 L 7= DIZ% LT, i Mi-2 HiiREk
9 JER L BT TIF1-y FUEBME 25 JEFI TR OB D 11 %, 12 % & ILD OUFREEIIK, o720 . F7z, i

HUAPE 165 SEGIOMENTTIE, 133 JER] (81 %) ([ZILD i L™ . iIEEO AASLHEL V-

127 DT REEN D OWETIE, HLSAE FUASMERID 64~T71 %I ILD Hi¥EA A 6, HT SAE ik b
ILD $JERHENA A~ —H— L L TR S5 9 ~10

F 72, ILD OFRJEZAUZ DWW T, 5L MDAS HuiRBEEI D 8 I3 Eth/dat: ILD & 29 %723, §t ARS
UGB 31 %, WIHUARIEERD 16 %I\ ThH, SM/EAMEILD 280 ohd 12 . 72, m7
= U F Ui, CRP @ifi, U /SR, Rd/aiat ILD ORE & BN -7 19 14

ILD O T#%ARAERE LT, @mEsiE, B¢, SdHErt ILD, DM/ADM (DM EiZH0), FEE
BRI ZE, 2o, REZENRMEESZAIFIEE (saturation of percutaneous oxygen : SpQOg) 1KfH, %%%
JIMERTE & (forced vital capacity : %FVC) KfiE, JiEfEME ILD, CT Eif§ TO LIE~OMIRZE DL Y
usual interstitial pneumoniae (UIP) /RZ —1 72\ L FEDREE/T Y H T AE, 2704 NEHUE,
BYIEDPFRDR DIT TN D 19 20 7pds, BREIEHCB LTI, HHOHE TIHILD OFERAR L
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B 2 54 S T2 As, BT MDAS HUiRE M & OZHE R 7 O RIEM N E 2 B 10 29 200

£, THRAREBEET L1 F~—H—I%, i MDAS Uik, Ht PL-7 FUABE, HT Rob2 Hiik
PPk, CK{&fE, iMig~ =Y F > /CRP/ESR/KL-6/51 MDAS HUifilid il & iF HiTur 2 18 16) 22) 20
27 ~83)

Liag 27— MIFFETH 2 JAMI IZBWT, 261 TH ARS §ifk & Ht MDAS HURDOFEZI 50T L
729 AT, Hm, MR, BRI, FRREERE, HERETR, ASA A~ —h = ET N TOBIRIEREZ A
L, ZAEEMHTIC LV FEE Sz ILD (XD EICHET 264787 4 SORT1E, Ot MDA5 Hiikis
P [Hazard Ratio (HR) 7.5, 95%Confidence Interval (CI) 2.8-20.2), @60 i%Lh E (HR 4.3, 95%CI
2.4-7.5), @CRP 1mg/dL Ll L (HR 2.6, 95%CI 1.4-4.8), @Sp0295%Aiiti (HR 2.0, 95%CI 1.2-3.4)
ThHo7216 . ) Th, HLMDAS FURIED TH R R & i b BB LT,

72, Pt ARS HUiKpME ILD SEGIO = A — MIFFETIE, U PL-7 HuikBE S L <1350 PL-12 Sk
FEGIDS, MLoOBT ARS FURBEMEES] & ik U, FifSREREE 3T L PR AR CTh 7289 3¢9 | iz,
LYV THIE R RE/ RN A A ~—F—& L, CCL2, CXCL10, CXCL11, high mobility group box 1,
LIGHT, Neopterin, Progranulin, Soluble CD206, YKIL-40 & \\o7=/rEh A o~ r/ a7 7 —I0k
PEALRE ~ — 1 — 7%, Tt & OBEMEIC OV THE SN TN D.
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022 PMIDM =& DN BEESR, RSN, PEMREELI DS S ERIC
(FAA DB M ?

PM/DM [2# b D, - KB - USNDEHEKRE L TIE, ER 25BER ZEFER BN
Tk, HRERLD, BEEXR/EEER CMERE, MEX - MDRXVHD.

i

RBTHL ARS Hilk & A+ DIEFNC IO TITH 40 %EE ISR b V2 . BIi%/BIEIE I PM/DM
D 20~46 %IZBH B, LIZUIEPPIER bbb H b 99 . ﬂfjt%%%@EB”*ﬂiﬁ%f% LY R
kU — (EuroMyositis Registry) ¢ 3,067 BilOfENT TIL 28 %IZBIEIR 27807 9 . DM E D EA 578
B RIS R 2 S BT 2 BRI A A ZE D 2011 FEOT — X %ﬁﬂﬁ L7l R T, AT Rk
FO(FFE VAR (2B 5FET 49.2 %, BIREZL D72 B &/BAERIEG OFI 51X 43.4 %, C-
MEPEE R (CRP) L5-66.7 %, #RiETCHE 57.9 % Th o729 .

PM/DM (T 9 D MLAEIRZE & U CTOLARS - mEIRIRZA - DIRSK - Dk - REENR - i@ e 5 54
% ¢ . EuroMyositis Registry (Z51F 2 DIMERE (LK « DFR « NEARAATESENR) O 2325 R
9% (156/1,715 fiil) L@E SN TND Y, LB L PM/DM O 32~52 %@ bz 79
DRSS R T 2 s (DEK - IR IRFERE R AT - OB 13 10~76% 8 ~10 | JBJES KU =7 A
W5 MRIIZEIT D BRI 40 %72 & 10, 77 U = h VIR BEFTRIEE 5 ;miﬁfﬂéé Lah
TW5. EEDOAAN—Z DR = — M?H BT PM/DM (281 5 0ME A X2 b (BIEEE
ERE, ANLEROE, MZEH) OBEIIEE N THEICHEL (hazard ratio (HR) 1.47, 95%
confidence interval (CI) 1.18-1.83]), PIfiV v ~F BT H.0MME ) A7 L% TH 7212 |
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023 PM/DM =&t 2 EMBEOREILED L 52T 5 M ?

SRZECHBZICTNAT, ERE, RRE, EEORE BRRE REEREGEZANT,

JRZIZE CE-ERBEODRY ) —— S DERERET 5. [#5EE 2]
fiR

PSS O R AL DM ¢l 1.7~7.7, PM TiX 1.0~3.8 THY DM TLVEHERL DD,
PM T & BRSO A IHEENCCEm LR 5 V. Z07=h, DM O&7e 59 PM T EMEEO A 7 1
—= TR LB RANMAETH V2 . —JTh TIF1-y HuRBER, &2\ idmEins, L0 muvis,
R, & U CRIERT RS LWV Tl L 0 @SR (MRS AN DAL D 72D, R IRER 24T O LB A
o RSO CIERIEPIEZ ST 283D D2 L 2, AT a A RRREIHIEE O 52
L OARFIROEGIHEY A 7 INOEROERZMEEL > D2 L 2FELTH, PM/DM TiXU 27
i U R OB EORFNEE L EE X 5.

BE T 2 SRR OO F8 AR AR S SV TS < OME N ET 273, BUEIZ PM/DM 2fKIC
BWTHHLTIF1-y FURGHEGNIZIB N TS, —KOBFEORHH L FETH Y, FlRE miTR2neESEx 6
nNTn5 86 LEERNoT, ZORBOFIEIITFFENZR, HLVE DRI ET UV AEZETHHOIX
R, FIZIEFREARHBICB T DEERORT V==V FOFENBBIIRD EEZD.

FT, AT O DO FRFT RFEROF HE, S O IIBHEELHIEREOMZ 28 U CFERNY &2 o HHE
5. SOICHKRIVZEODINA Y ) —=v 7 s UCIAE - AR - WRAFFHEIR OB 20
2, SOIEEE Y — 7 — 2 50 MRRAECIRRE, @FMHRAE, & 5I12E X CT 2 AV 72 EigmR
BERHIT 5. WHRERE (B A TOKRIBIAT) b— &l Thihd Z &% ne Bbhs. PM/DM
\Z¥1F %5 PET/CT MA&IZHOWTIE, 1EROEBOBMAEZMAGOEIA 7 ) —=0 7 L FRRBREICAHZ
one-stop DHRETHDEWVIHIME? &, WERORY ) —=0 7 Tl3mH & ENEE AR T $F
TR LWHIMERH Y, FORETIEIAZ V—=0 7 8 U RRREH S,

FEIC NS OMEDHH CTh o TLIEGIRE RSB L, MEKRESEIL, LB TEHRD
(REENREEZBNT 5. 28, BROECENL CEHEEN RSN Fr— 2L —ERHA LN Z L
Mo, FligkiDOA 7 ) —= 7 THEMEBG A A SN2 TH 1~2 FITEHNRBESLETH D.
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ca2d  JPM/IDM B B A B A BESE (AT A 7

JPM/IDM BEIIHABICEWLTE, FHRDBEEZDEHDICLBEKREZIFTTIEGZEL, M5O
BEEENARMICEGEITAIENZL. HERTICHETIERELE L TERERE - EffERIIE - Y
RORA AT 4 — - BHENE - FHEEEIES - BTN - DBEEEE - IFIRMEEEELAHITOND.

fEEn

SNV 2 —D LYV AN =BT L EFMERED S (uvenile dermatomyositis : JDM) 60 3] (2%
I 1970~2006 4F), FEAEM PO 16.8 45 (2.0~38.1 4F, FHARF 18 7%LL L 66 %) DIEFITIE, 61%
T disease activity score=3, 53 % CHETH /17 A b (manual muscle testing : MMT) 12 X 55 /11K F,
42 % CHHRMERESR L5, 37 % THIKAL, 45 % CRIEHMIA 2 v, HEEERYIC L BLZREE 18 7RI Lo> 39 £
114 5] (36 %) T 52 DOHEREIEE (Health Assessment Questionnaire (HAQ) >0)] 23 ->7- 0 .
F72MRI L, - 5 - B TAERE « B§ DA 5D RE 2RO T b DI 52 %, i OBMERIE L RET 5
TFIEMEZAIE 9 %ICiB T2 2. [Al—ak— h &/ Y v~ T EEFIEHE (Paediatric Rheumatology
International Trials Organization : PRINTO) criteria & Myositis Disease Activity Assessment Tool

(MDAAT) CR¥Afi L7=#5R, Z4E4 51 %, 72 % (BRFAEIRDS 59 %, MEiRIE 27 %) MEEMES D
ERHME AT Y L MRERERADHEICE L IR EOK T E 26 %, ffifiEie (DLCO) K T4 49 %, [
EPER R A 14 %380 77= 2 . DB S OHEIC OV T, *HREE & ik U CLIUHE R L OWEIRRERE DK
T, DHEEOMK T2, DEREREEIXIIE 1 4 O Disease Activity Score (DAS)-skin CTaEAfi L 7=
B RGIRZE & FRB & BT 8 O

TUR—=UDLVA N —IZBITH JDM b3 I (ZErHiE 1977~2007 4, FEAER V14 18.9 4F) O
B CIIHRBIC L DM ENDOREEDN 60.4 %ICH B, WIHRITEERIE (39.6%), MRS (34%),
Zi (18.3%), BAHHIM (20.8%), SEFTMEAIKIL (20%), VAT AT 41— (13%) 2EThH-T
D kT, 8WIZASA B A NY —F 2 TE CT CTREHTR 288 .

BN & Bk oD JDM 490 ] (2R 1980~2004 4F) DRI T (BT 2 2k L RIATZE I3 V- 25181 5%
WM 7.7 2 LS, SETH 3.1 %, RPPEAIKIE 28.6 %, VARV A hu T 0—9.7%, filbOHKRE
fEEZETHOIL40.7 % Th o7, EEOHERELZETLOIL63% Tho729 .

5152 JDM 65 Bl (Wi 1984~1996 ) DRAER V- 7.2 4 (3.2~13.94) (28T 5 PR
FERE T 12 OREWTHOMET Tl 18 #412% Childhood Health Assessment Questionnaire (CHAQ) >0, 956
5 HFHEEOMEE (CHAQ>1) ZFkL Tz, RpTEAIKIIT 22 61 (34%) THIEL, BILWIRT 14
B CHAF LT, BIEIRFIZ 26 ] (40 %) (ZF29Z, 15 M (23 %) THEMET, 2361 (35%) 23zt 3 4F
Ll BTz 5 T BIZ b 00 b T 3RIERT Ch o7 10 |

KE D ik 2 [FHFFE (Childhood Myositis Heterogeneity Collaborative Study Group) (2% JDM
353 FlDRFTTIX, ZD 26D 284 (7.9%) TURT A M7 4 —NALI, BEIECEET 5% & %
AR IRAL DS ERRIR - T o 72 10

T AD 2 fiik 400 Gl T —F R— AN 24~44 5RITE L7 DM EE R L, REFRR TH o 72
8 il (FEIEL TIAE 29 4F : 9~384F) ZMFt L& 25, THITRMEID, 468 THAIIEEIELGED, 2
BT CKNEETH-o7212 . ZHHDEETIIRE 2 b o —/LicH# LT Body Mass Index (BMI)
&M, HDL-= L A7 v —/LEflETH Y, SHENRNEIESRENN, brachial arterial reactivity 1K F, UHEH]
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o L OMRIRHT K 0 N AR RE 2 3 R S 4Tz

MRS O A DHZ OV, JEBIERBAINDOATH Y 1819 | s KT HAE U 7o LTS &
JDM & OB &35k L 7 5eiE e .

IS O ITFHMIEN R D 7 K OBLH THEAMIC B TE A2V, FIEZEE - BB 40~60 %,
BT IRAED 20~3T %, MK T « BIEHME S L <X AUTHE S BB E 23 23~36 % &, JDM O
ENEFNCED Z L 2R LTS, CT _ETH OGN RBVEMEMIKED 72 < THMLREDIK FTAA LR
HZ &, mIERMAENZEENAONDAREMENSH S Z LIFFEEEZET L. A E TELHREDZE <
AT B A REANC X DIEREN TR TH -7 1970~1980 FUICRIE LT-BENEENTEY, TDk
DERFEMHFEG A DPIERE L 22> TO L BEIRRT OBEZE ORI PRI L TISHBOBRFNLET L. F
7o, MRFRNE CHEROTEIC L5 R TROBVW LS EOBTTRETH 5.
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02D PMIDMaED B —BIRE LA, ?

BIZRBERTOA REE—BIREL LTHERT I L5 HETS. [HE22RE 1]

fE R

PM/DM DIRIFEDOHE —EIRFEL LTI, ZLOHMENT L =y o 258 —RIGEEE L THERE L
TEY, 2oZ LICEALT, BED L ZARGmIV2W. BROETIE, 7L K=Y r O fRRE T
HDEVIRMEBRNTIE, KESDOIEFITT L F=y o U RNERRELE LTHOY LN TWD. Ll
RS, BEETT L R=Yn 0 8REE L ToOFRITRBRNZ2 L0 THY, A% R 57
T B PMEEGABR TR Lo 1T v~

BIBEEAT oA Rz ii@ﬁ®@m%kﬁ&%#bﬁlfiﬁ%7 ECHD. Aohik LRI EE AT
oA ROFEFEIC L THET 2 WO fFZEiEwn. BiE, A7 8 A RSNV AFHEIZIZATF LT L K=n
UIAWSR, BROFEELET L F=YernkbHnsnTna.

PAEMER S 2% (juvenile dermatomyositis : JDM) T, BIBRE AT oA FEA M MLFH—F &
WHERN ST 52 & T, BIBREAT oA FORMERICAEN THD Z EARENTND 56,
F2T U F MMUHEGRBRIZB N T, A7 uA R/2VULRHEE 1 a—2A0%, BIEREATeA NIZA N
LE— b b LI 7 m AR VAR LIZGAICRIBREAT 2 A4 ROBENENRENTNDS 7.

RIS AT oA RICAF AT L R=Y OV 2AEZ I LI-RECER N E <, CK O IERLE
TOHMNEEIZE ST LT HRENHH Y .

RIEME R BIZIZ PM, DM, SN TEMEESENE I A F— 2B S E S E R V—T0NFEEL, Rk
%V%ﬁ&ék%x%ﬂé £, BIBREAT oA ROAEMENZ LUVREEE LT, Eilind, filsto
gRrEsE ] (REPEMIRR, BEIEEEAOMH) ¥~ , BT SRP HiiREtE 9 10 %7213t HMGCR $i{&H;
%Hﬂﬂﬁ IAEMESEME I A RF =72 ERMONTWD. BB T7T 7N —T7 28, BEDOIREZ LIZH
—HEPCEEZRFT L TS ERH S,

7ok, MEMMZERZ GO 2855812 CQ20 %, MEMIEEA O X O%AI1EL CQ23 22T 5.
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026 ZUATEHBERTOA ROWEMBESEN DM ?

1. PM/DM DBETIE, RE 1 kg H-YTLF=ZV RO UBRE 0.75~1 mg TREFZHRIEIT S L%

RS D, [HESEEE 1]

2. IDMIZBWVWTIIAKRE kg H-Y TL RV OUBRE 2 mg TABREMIET 52 L 21RET 5.

[#325 2]

3. BEBEALLT, X704 F/NLREE (AFILITLEZVOUERE kg HzY 30mgB, &
K2 1,000mgB, 3B #EELTH &L [ R 2]

fE s

7 U H MU BR AR T, HEMFEHLRICE > CTRHAERBRE AT v A R X 2 0HIRENT
PNDLDOR—KITHDH. LovL, SREMEIHREOE KIZE, K OEAETOBRREG @RS 220 5
2D, EEIZ, T K=Y oy GEN 0.5 mgRE kg KLV Z\ (KEOA 1 mg/RE kg) &
B 16 A&, 0.5 mg/fRHE kg LN OEMERE 10 A (ZIF2F] THREMFIZEON) © 2 #2501 T CK
oM 170 £ % g LT EBIRHFREFZE ¥ 350, WINLRABITH 5. it & HIRERTO CK IEXHE L
THY, FIREHETIT o ToipiEie O CK R 178 EORRRE L MEHICA B EZZ RO RpoTz. T
R=ya AL DEWEMZL, BHAEFERS LV DRWERNICH Y, HKEEEITEZE R THAEENRD LI
7o, ZOWETIE, WMEEOIERRION MK FORENRHT, 270 A FHECEGHARHTH L. Lo
L, BRABITIID < & REMElERgEH FCix, 7L F=yr b2 0.5 mg/hE kg LLF T
bW LammL T,

FEPER R (uvenile dermatomyositis : JDM) ([ZEBWTH AT 24 REHGEREIZEETD T X A1k
HEBGRBRITAAAE LRV, 2T m A RIS MBI O IR 22— T o ¥ 2MEHEGABRIC IV T
%, BITAT A R2OLRFEEL a—2 BE) 21TV, Z0O®K TV F=Y 1 2 mg/iKkE kg Hll, 7
L R=Y v+ Ak b FH—|K (methotrexate : MTX), 'L K=Y+ 7 1 ARV > (cyclosporin :
CyA) O 3 BRI Todl, MTX £721% CyA U BEOAE L AT a4 REERS RSN 2 .
bk % Hs & L7z Childhood Arthritis and Rheumatology Research Alliance (CARRA) ® HZE JDM
(2T 2 WA O consensus protocol TlE, 'L K=Y r U #H T 2 mg/MhE kg £/21F AT 21 KX
NVAPREEBRA LTS 8 . F£72, ERMZ T L7 Single Hub and Access point for paediatric
Rheumatology in Europe (SHARE) |Z X % Consensus-based recommendation (23 CH, 'L K=
Yo U HE T 2 mgRE kg £IIAT A ROV AFIRIC L D EMBEANEHERE L TNDE L,

RIEBEAT A NREORYIZET 2 7 > & MMUEBGEBRIT VA, BIREEAT oA FIZE D
FENE L 2 AReMES & D72, 2 WG 4 I OWIHIG-8 T OEERIE, RIS 2IRRIC K
D, BIZ 5~10mg DWEZTT> TV . 2k, BIFEER/VE BMEE LD b im0 s D
T2, RIBREAT vA RBEISES THIHENZ Y |

BHETEE, 1A 35FOEAKREGER—KITH LS. BIFMEZEEL, MAKEGS L I3 1 EO#E
GrftbhsZebdD. LnL, 20X REGEHETHLHEREU LORIBTREAT v A ReE
X, BIEIH e 2 EITEL, £ 3 AFOEARGIZHANERIRD S L. BHEETHEL
% alE, M1 ERERREREGE LT 2BET 5.
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027 BIBEERTOA RIZLBBERIZE->T, SAEHICLERT, WofkA
EELEGARETLE S EEHEM?

BEATICHEART, WoAZERLE-FHELNEET S EEFHFENS.

i

BB EITEEGREOELEOGK (Ffk) FrtX Lo (Bl Ta'ADNT7 2Lk
ESA, NT R, RVEY, KEBWE, A NIA Yy, MEIES R EORA ey 7T LR
T2 EnmbhTns Y.

R REAT oA NG THROHIINEET 287 L LTE, BIBREAT oA FIZE D RIEICFE
D FHBRMERNEE DS BT S AUl P AE DML AT ﬁékbk%x%ﬂéﬁwy,*ﬁ?@mﬁngD4FTﬁ
BRBOBMDNELDZENMONTNDS Y . BEICHRICBOCRIBEE AT oA FIRRICE MR
@%k%ﬁﬁbtﬁ%ﬁﬁ<,woth%%bt%ﬁﬁ@@?6;&i%ﬁéhéﬁEET/XVNw
DEDREIIFIE L7220,

iR
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028 =@ cEIERERTOA REDIET 2 & ATEEN?

BIERER T OA R AMERARGIC A TBRENSVABNERT T—2 RV, —&
OEFITIEBIBERERTOA FRIEAARETHS.

fE R

PM/DM (2B W THAF 2 Ik LI 2R EMICEDLHIL, 25~8T % MHEICLWkxTHH V2 . Zh
IR R Z 1L L O & T O EERIKF AR L TND B X b0, £ < OBFZEIZIENT 40
~60 %D EMRRNHE SN TND Z &I, EFICE > TIRIBEREAT oA ROFIENAETH L Z &
AN

Phillips & O#HA5 Tk, PM 9, DM 23 i, A4 —/3—F v 7 18 flIOIEIZ OV T D% A E O
P, FBRIZPM 67 %, DM 65 %, 4 —/N—T v 7 50 %iZH b, HEEEIOFRIZ PM 33 %, DM
60 %, A—N—TF T 6T%ThH-o71=3 . FIRBEETHEN L - &S0 OIXEHEOHERHRIED
KHIChHo72h (PM 46 %, DM 38%, A — =7 v 7 77T %), 1GFETRICEE T2 Z0ho7:
(PM 23 %, DM 18 %, A —/3—F v 7 5%).

Marie 1%, 77 5l PM/DM Of%if % 18 22 ALLE GECHIZFRL), BAMEITHREFIL, 40 %2 E
fRICE ST L HE LTINS DO . Fi2, 18 %N —IEMEDORGEEZ LV, 64 %HMEMERHGEIEORIEZ R L
72, B8 WIZFAMN AL, EHERIBREAT v A ROWMET E 7 I3HEREET N 27 %, KHE (20
mg/H) ORITKREAT 1A ROWEFN 19 %, HEETHEN 12% Th o7,

D OWEPOIERHAEN LG SN TWTH AT DIEFIDFET D Z LITH L TH D,

PM/DM (B W THEFFEDRIE E AT 7 A FAARMESE L 72 fF & Wik U 7o O R 4 BT 2 2

EIIRFRETH 5.

RIBREAT 0 A ROMERIERNEL 705 X0 I BEORRE & 2O A7 KT L LT,
Bronner 512 X% PM/DM OEM TP A CIX, 110 fllcBWTHRE 5 FEOBHR 21TV, 41 %728 10
mg/HLL LDV F=y o 3 IMHEE O T TH Y, Ht Jo-1 HFURBEMEITTRERkGE D A4 » XL
DHEBICENSTERELTWE Y . LEEN-T, Bidol Pilkz &l ARS BUAIEGERECIE, 1Bk
DI B DIEBI D LR @ WFTREMERS & 5. Marie H1%, 86 FlOHL Jo-1 HFUABMHL ARS HLIAE
Rt A ol 45 0 H OBIZRICT, 1361 (15 %) IXERAMICEMRAZER L, BIBREAT A NEfE
PR OM T & b HIETE BN 4 6] (4.7%) THY, 1IN 3HNTA M MLFY—K, 260X7FF
FTV L DHBDIEFE 2ol 2 b, 1ZNZEGEE LR (55 #)) O T2 HlITRIBREAT v A KA H Ik
TEREZEERELTCND Y . i, O IIRIOHRET, i Jo-1 HLIRBIERE & 5T PL-7/PL-12 HifRES
PERE & THHERZATVY, AR DEMRITHT Jo-1 HFURGMERET 21.3 %, #t PL-7/PL-12 HUKGHERET
46.2 % TH o T=7%, FVEMERREOEAERIIHT Jo-1 PURBHIERE T 29.4%, #T PL-7/PL-12 HURBEEREC
56% THoTEHE LTINS . LEER->T, HEHRDEWZ X > T, HEkEOSR L 725k
WP D ATREMEN B 5.

FHEVERZ G2 (uvenile dermatomyositis : JDM) @ 22~60 %X HAHEO R EZ & 0, BRI ERE
AT A FEIOGREMGIEOP ENFETH D P ~10 | F-ZHMEORIEE & D551 LIREK T A
72 2 &2 5. Kishi HITTERBALND 60 NARZRORIBREAT v A RE 1k TE 51T 56 %,
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R EARIT 30 %ORER L HAE LTS 1V | Kim ST KERBEEAT oA e A R R LF)— R
N K 2 RIREASIET L - T 49 il 28 il CRUIBLEMIM T (36+19.7 70 ) DERIETIMREHERF T
FlLHEL TS 12 25 LEWRITZ, BIBKEAT BA RO REIIRFEIIRERERE 2 &
RERMEEEL D 0D, +oRIERHR L RHBEN AKX 2 NENH D, fol, N CIIEIERE
AT uA REKTTE5Z L %ZFi#EIZ, Childhood Arthritis and Rheumatology Research Alliance

(CARRA) 35914, Pediatric Rheumatology International Trials Organization (PRINTO) X 2
EPTFTAT BA REMEETIET 278 ha— L& EL WD ¥ 19 Fi- A OHUROENC L D5
PR DB DIEVIZOUWNT, Yamasaki 512 K25 HARENOFAE TlIit MDAS HUKBGIERE D Mo B
CLPLIAREE L el U ¢, MRIEEMICE Y <, FBADRnEREL TG 15,

UUEXY, SRR TIE, EDX 0 IEFITRIBRE AT v A NHEFHRIEDNLED, H2DWITRIBRE
AT aA ROFIENAEEDNZ — AT 25 2 LIXREETH VD, 1REEE O IR TE & DFEF] DR
Zh LT RETHD.
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029 @EmsIEOBRIE, EO&S AR TRITREM?

1. BIBRERTOA RITAKESMED PM/DM, IDM [2x L TREMFIZEZHAT L iR
5. [&RE 8.8]
2. Ff-, BHAGRIBRERTOA REEMTIEIEL, A FrLFEH—F MTX), ZHEFAHTY
v (AZA), 2981 LR (Tac), ¥V BAKRY Y (CyA), ST/ —IEEET = FI)L (MMF)

DENDDRBNMFIEZHAL TEET I LLIREET S,
[&EE 8.8]

i 5

1950 =225, PM/DM OFEHER) 721051E, RIBREAT oA ROGHERG THL V. HIIGE
ELTCORHRRIEEEAT oA REGIZIZZ L OIEFINKIGT D0, AR TRWVESNH Y, F-f
MEDTEO GNTIEFI TS, BIEEEAT vA NEEIZEWIHRDFRD b DIER D72 < 7. 2010
£ van de Vlekkert & DGR TIE, 45 WIREDGERIT, BIFEE AT vA NOBMIGREE DI
HHNT? . L OIERTIE, BIBREAT oA FOHELREMEEEO N L BB 2 LEREL
%9, —J, BIEKREATaA RCORENPEMICE IS AT A FIENGIEEZ S, fH/iom
BRRNEL 25, 20D, REORIBREATvA FOMHIE, TEH7E0EMNITLZ ENMNET
b5,

INLDZEEBEZRDLE, BIRKEAT vt ROPMKRGEORING, AMENRD LN TND A
kL %Y — |k (methotrexate : MTX) (fgfiEff4%) ¢, 7H#F 47U (azathioprine : AZA), %
71 LA (tacrolimus : Tac) ¥, 7 1 AR Y > (cyclosporin A : CyA) ¢ ({&ERiEMAN), 2=~
= / —)VlEE 7 =F /L (mycophenolate mofetil : MMF) 7 ~9 ({&ERiEHSL) OWF OO ITIA#

RBDHY, S6I2, BIEREAT oA FREIH) BRREETSEL L8525, 8 4E SR-CQI~2
LTS,

FHEME 23RS AR (juvenile polymyositis : JPM/ZEEM R JER A (juvenile dermatomyositis :
JDM) [ZBWTHFERT, B TAT A F2VLAREL a—2X BE) 217w, £0% T F=Yn
v 2mgEE kg Higfl, YL F=Yr+MTX, 7L F=Y 1 +CyA D 3T =T o & 2Ltk
ABRTIE, MTX £7203 CyA FHRABEOIRIRO AL AT 7 A FIEERIRENTND 10 72
L, BIWEAIZMTX IZH#E LT CyARETE o722 Linh, MTX 3 #IRE LTRSS 10,
EA4ESRCQ4 22T 2.
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30 FEEEZT O/ FORYFE CREMEIEOHEEER, ?

BIBERERTOAM FORBEICIIRENFEFZHAT I LEHET S,
[#EE 1] | [EEES.7]

fE 5N

RIRREATOA ROFEHARIZEL L TWD R ET  ADO@E VIS E LT, Bunch &2 FHER
LTV =y m &G0 PM 16 SEGNZEEA T Y F A4 7Y 20 L7oRER, 3 % IO
BT =y o oFR5ENAEEICHED L 1.6mg/H vs87mg/H) EWHLDRHHY . &6
(Z Ruperto & IX#FEMR G52 (juvenile dermatomyositis : JDM) 34 1394 % 7L F=>Y 1 L Hjll
BERE, A B FL P — b (methotrexate : MTX ; PRI HAL) OFEHREE, 7 o AR v
(cyclosporin A : CyA ; f&BE AN GFHEED 3 BEIC0 T TD T > ¥ 2L 2470y, MTX &
CyA AT mA RBEDREHLMNLZ? .

Z DM, Kz T EBIRSE DS RO OFHIC L DRI RE AT v A REIREDRZRE L T\ D
3, B OfENT & LT, Qushmaq b 2NRFIRFIEO IR % A3 % PM/DM 6 fillZk} L T 3.5
mg/fRE kg/H D CyA (REHEASN) 26 MAREG L, BIBKEAT oA REE 75 %R L
TW5 9 . Nz T 14 BIOIREEGIED JDM OfECILF 8 450 CyA FH THiER 72 E ot s &
HICRIEREAT B A ROBWENFTHEIZ /2> T D Y .

F72, Wilkes 513 13 FIOHVEMENGI B Z L D FLE R TUREGTECH LT 7n ) Ax 2 7m )
LA (tacrolimus : Tac ; PM/DM (2 9 VB VERGR BRI H) 28 51 2H G- L, ek
JRER DU & & BIC T 67T DORIBRE AT oA Rgi&EE AfRICLT\D Y .

a7 =/ —/VEET =F /L (mycophenolate mofetil : MMF ; fri&iE L) 122V Th, 50 fild
JDM CTHERSCEEIERO S FE L & HICRIBREAT oA FOBRGREZABICHESE TS O . &
BITIE 12 100 DM O EJERERIZR T HRIBREAT 0 A RO &% 93 % & KIEICHE LY 7,
DM 10 f5l 6 B CRIBEE AT v A REESHREZRDTZEVIRERDH S .

MTX (2B L CTli%, 311D JDM OfpfEtkizxt U THFH L7125 EIC0fH L e o 72 22 i & B TRIE
FEAT A ROBEHR - B2FEICEDSETNS 9 . HDH0T 13 610 DM O JEIERICHK LT
DEIEREAT AA ROBERD SEZZ ERHEINTEY 10, X 5ICEGHIEN DM IZB W TH 2
BT MTX OO & 0 P 18 BRICEIBREAT oA REGENESICRo T oGt H D
10

fi 2T Deakin 513 200 4 ® JDM BFEOIF®RZ % HHAICIEL, 7 uR 27 7 I NETER G
(56 4) TIXBREDOHIBE THEREICT L =Yy v BEBRED L TW-Z &R LT- 12,

UEDXHic, FHEOTZET VA LLEEL RN DD, ka2 mfZ I3, steroid-sparing
agent & LCRIEREAT A FOBRMBELFIREIZLTWNDH EEILND.
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cadl FEEERF O RSN B EEIEE T A, ?

BRENTHONTWBRESRX, 7HFA T2 (AZA), A* FrLFH—F MTX), 290 LR
(Tac), ¥V RBRKRYY (CyA), TAT7x/—)IEBEITzFI (MMF), YV RAKRKATF7IFK
(CPA) THD. HHAETIL, AZA, MTX (REE@ERS), Tac, CyA (REEERAS) AEFERS
ns.

fE 5
7HFA T > (azathioprine : AZA)
1980 -2 A, EIERBEAT rA FIEL OUFHFIETOEDENBE Shiz V2 | EEEREHR
(juvenile dermatomyositis : JDM) (2%} L C, MTX F 7213 AZA Z9)#lieEE L CHWSZ LT, 4
FEROUWENHHIVTND . AZA TTIHRFRFICEIR SN DHEAID 1 2 LEZ b D, InFEIERGIE
PM/DM (ZfRBREH]. %€ 4 E SR-CQ1~2 2 ¥ 5.
&R 50~100 mg/H, % 1~2 #5

A b ML FH—bF (methotrexate : MTX)

A FRICHRT LT MTX OF AtER#HE S Tns 9 9 0 JDM T, 1207 & MulbiliGlbi e &
DERARRN S, BIEREAT A N MTX Z4I8aR A OEHT2 28 T, RIEKEAT A RO
FHIENRICAE I TH D Z RSN, MTX IR FRRFCEIREN DD 1 HEE2x b5,
DETIEARBRE A Tix e, MTX OFHEIZESBRINDSGZ L THhDH. & 4E SR-CQ1, 4 25 M
T5.
¢ HE  7T5~15mg/HiZ 1 H& 5

24 01 LR (tacrolimus : Tac)

R FIRZRET % Tac DANERRE SN TND Y ™7 . BIBKEAT v A K& Tac ORI L
EAT uA FEMBEERICHS CK, ALD 3L O'MMT %A B ICdE S, Tac 137528 FHRERC A 2072
EHNEEZHND, B, HRICEILIZBEMMEBIC O W THAMERRE S TEBY, CyA L)
BNZH Tac DA TH D Z ENRINTWD. (PM/DM (ZE GRS 2 BVEMEE BICRRE ) F4E
SR-CQ2 &7 5.

O Fil b7 7RE 5~10ng/mL IZET 5 X 91T 2 5

20 XMRY > (cyclosporine A : CyA)

125D T X MMEEERER A H Y, CyA IZRIREEAT oA FOBRBERICEZI TH L Z EN/REN
THEY Y, HREBEOIBROBIRE /20 25, 728, BEMEMIEESIHIICOVWTE, CyA LHl
BREEATaA ROFRIZRIBREAT a4 REMIBFRICLS, SHRICEIFLT-MEEMERO 7% %
BESHDLENMBNTND 9 10 (REEEHS. 5 4FESR-CQ1~2, 4 %7 5.
O KREHE  Ei b7 7RE 100~150 ng/mL ([ZET 5 X 0120 2 &5

(B&5- 2 BERAME 1,000 ng/mL # BAZ & LTH 1 &5 HELHWLLD)
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a7z /—I)EEET FI/L (mycophenolate mofetil : MMF)

R TR % MMF OAF R #E S Tng 1012 | F7- JDM 50 JEF| OMEClaRE LB X
O R OIREMERRIE, RO EMEZ AEICR TS 19 . 16 JERID DM ICAHF L 7= RVEPEMIzR BRI
%t LT MMF OB ZERRE ST 19 . 27 134 ROJREZ MR EERERM A O UEENRD b,
BHRWMEDR R ST=. L7223 -> T, MMF I3 REREFOERN KD 1 > EEZEZ2 LD, LRk
4%

O h & 1~3g/H, H2#KE

2 0OHRRAT7 IR (cyclophosphamide : CPA)

MOBE « Vo~ FHEBIC LT CPARER SN Z LiIxENTHD. L, FHREHRDO
IBIRIC CyA OISR E LCHB L@l S, A0 2MEMEMERIC AL ND 19 . L7zd- T,
HERMER P R OIRRIMEH CTE 2 L5 2 b b, IRERIEE PM/DM (2R, & 4 F SR-
CQ2, 4%BWT 5.

& %55 : 50~100 mg/H, 4 1~2 &5
2L, REHE m2H7- 0 500 mg FLEE/R % 4 08 2 & A ERE
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032 AEERMOEATREABRES 0T VETREC L D REEEE
FREM?

SARIERIED PM/DM REFHXDBRICKEREI DT VHIREEENT 2 LERET S,

(525 2]

i

PM/DM % %xt5 L Liz 2 2D T v & MutigakBr 23 & 5. Dalakas &I AR CHeEEBW Y Liz AT
oA RGO DM BHE 15 61%, 7L R=Y +778REE (TH), 7L F=Y +RKEGREI a7
U UEHERYE  (intravenous immunoglobulin : IVIG) #f (8 i, 1g/kg/H 2 HRE#& 5, H 18T 3 H
A @ 2 BEIZIEERIZEID M0 7 “EEREEER AT, —HoBEILY o 24— " —RITBIT
L7z, 7V =y +IVIG BT E 3 0 A% D571 (Medical Reseach Council (MRC) A =277),
iz, IflE CK A, AL R CHEREWENE LN 2 . Miyasaka &3 Bohan and Peter D2k
Y9 9 Ziiii=9 AT oA NEHUE PM/DM 26 %1% IVIG # (12 %, 0.4 glkg/H 5 HRE#&%E) & 7Fo+¢
AR (14 61) O 2 BEICEERICHI VT —EER Y v A4 — =B A1T > 72, IVIG #ET MMT,
iM% CKfE, AFAIEEE (ADL) A2 7 THEREENGONZN, 77 R TLHEEREEND
D, 2HEMOAEZEIZAVHEehoTz 9 .

Danieli 52 K DJEFIRIRIFIETIE, YL =y r v 7 rRARY o TIE I TS PM 8 4,
DM 12 iz x5 L L, PFMIa#EAR L 76, IVIG (1gkg/H 2 ARE#ESE, 12 22 Hike) OFA (761,
IVIG ( 1g/kg/H 2 HE# S, 12 » ARk 77 A MERBEEE O (6 61), @ 3 BE/Y T 72 bk
BRETDHEAT 72 © . 4 FERORGEBIEE T IVIG OF HEHXIEOR R & ik L TRV MR NG S .
MR IED EREDNRIT o7, IVIG EONREZ R Lz r— A2 U —X, 1 FlEII%58H
D, 2 OWETH AT, MiE CK, ADL 2237 DEEAHZ TS, W ONnDr—A L ) — R
e FREEORFEICS L L TEY 29 IVIG BEMTOI - BE OEREMRIT 34.3% 8 5 100 %

(Ra7=)/)—NBE7=FLEGH) 9 Ths. KEMERFESHN 2012 £ HIR L7 MK B
IVIG JREICBET DIR AT A R T A 10 TiE, 1RRIERISHE DM XL~ C (IVIG 15 & BB 5 f]
MRS D), PMIZL-UL U (ZEF U ANRA4) ER#EiSh T,

/INED DM/PM IZEIT 5 IVIG IZOWTHOIZETF A LULNE WG IRV, dbkea—a v o
THANR— A=A 0TI, TEFRIEGUME £ 72 TR ER DN BIE T D IEGNC B W TEE T 2 X EIRED
1oL LTS W12 HE4ESR-CQ3 ZEMHT 5.
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033 SAEMOIEAIRIRES N B AR ETAM?

ARBRRICITRIBERERATOA FZEBE (05~1.0mg/fAE k), F=IF, RENHE XEHRE
o877 UFEEE EMFENER (VXTI T, TNAEETN, FPYXTT, INFEE
), MEBOEMEEHANTHOA TS,

fE R

BIBERERATOA RDIEE

R R ICITRIE R E AT oA FOE (0.5~1.0 mg/iKE kg) NS n V™9 3, #HETIE
B REATBA ROBRIZOWTOTET A LR, —RICIEEBLA. 6 °H £ IR RE AT v
A FIHEHAE 5~10mg/H) ICHEE1TO ZENHBMEEZ LN TNENRYY | ZRIVEZ VAR
DRIBEEAT A ROMEH T CREBHIHE OHERF SR EF S, BIEHZR S CRIBREAT 2 A RO
oy e BN R EE ARG A 1, BB IR T 2 E R E L,

£ HN I 8
FEANE, CQ30 &R

REGREST O T UEEEEE (intravenous immunoglobulin : IVIG)

RS L IZEIEMRITHT D IVIG 1% T o & 2L HERER 2 & Te 85 OB I THIIMEI VR &
NTn5 e~ Fi, WEMEMEESOHH O TREL LT 2MHRICONTDY, IVIG OF RN
HEEINTWD 910 | FEEHIZNR A 155 ITITE RGBT 203 S, FHR TR L 5 DIRFIET
b5, AFEHNOWTIE, F4ESR-CQ3 22T 5.

RS ASeEE 7 e 7 U RIENZ OV T PM/DM 1 12 SoFEM SRR (juvenile
dermatomyositis : JDM) 19 {2545 7 — % o U — Ao BRI THBMED W1 5.

IRVE e

EIEFOTBR R OIER NG T, BEOr—ALR— L —A2 v —X PM/DM £ 12%9
HEIERHRE ST D 149 ™19 - 31 SRP JURBEME OBSEVERE 23t & Licr— A U —XTiL 8
Bl 6 #1¢ MMT & ififE CK EOSENTRD Hiz 20 . L Lan b, 200 FloiRFEEG D
PM/DM/JDM % %82V Y %3~ T O E R L1277 v & 2MEHEGER 2V 128\ T, HIdnb Y
VXU T EERGTORE, IOIXT T ERTRBEMBLY VY X~ T 2R T HREO 2 BEH TIE,
FEFHMIEE ThAUWELEICRZET 2 E TCORBICHEENRO bR ol EO%DY 7T
2 [ZBWT, RBICKDH A=Y NERETH - IIEFNTINZ, T Jo-1 PUEOHT Mi-2 HURBS LRI,
JDM Bl T2 BRHNCER LT W2 L SN, REANCOWTIE, 8 4ESR-
CQl, 4 2ZMT 5.

VA AV
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A ER, BRGNS U CHEEOERRE CHMES S ST 29 ~20 | @5 PM/DM % %t
Gl LA a2y MfFZE 2 TiE, 20 BIOBENRT V& DMIENLT NZ 27 N5+ 5L, 3
MABEO T ANZ T N BRETHRELICT X LZEV T bz, 6 D ARICUERELR L
BEOEGITZERETR 106 6 & 9FIF 1HITHY, WMEEHOKFNEEETI RSP0
DD, KFNDFIENRE S Tz, RIEFNZHOWTIE, & 4 ESR-CQl BT 5.

TNF [HE %

16 40 DM BEZxRE Liz/"f ay MJE2 TiX, 16 4DBENZX 3T MNEE T TR
BEICEI (11T B, FEEBEEMOWMERENEN 11 4T 54, 54T 04 TROLN-. 24 BICBT
LEIEREATOA FOEIZTZ X7 MNEDOIZ I BERICAD 2L, HEARE CoMM b =% 31
T NEDIE I DEEICEN -T2, —T, 5O DMBEDr—AL ) —XZBW T X 12t 7 b
DOEHIZ LY BHNC TRHR OB L &= LT 30 .

B DIEGIHRE L — A2 U — K2R W CEEARYED PM/DM BE KT 54 > 7 U & v~ 7 OFM
DB SN TG 3V ~30 | T, A —TF T ~ULakBR 88 TIXRIERIC X 2 BivEHIA % < L, #
TRMERR 18 42X E LTIZIEERD /S, v vy ML 30 TidA 7 U o~ T OFIEN RS N2>
7. 1240 PM/DM BEZ x5 L Lo T v F MEZEERAR 7 ICBWTHA v 7 VX~ T DOHR
MIFR SN o Tz,

F 72, TNF BEIRE 5% MR 2 50E LI AER] 38 ~490 NEHEE S TnD 2 Ennh, JREEE L
TOZRYMEIIRIEETHS.

ARIEANZHONTIE, B 4ESR-CQl 227 5.

hY R T
HEATE PM B &, DM L SREGED GBI O MR R LIS | U X~ 78 A 80T o 1= 85
W 5.

MmEFT#

W OO FEXS FRERER-CFLIR AT I CRIR R E A T 1 A RIBRITIRPUE OEFNZ I 5 A 2hMEN
HINTWHR 2 ~10 | FIBRERAT oA RUSNOGIEMHIEEIEIH T cirbni= 7 v &4 2MEBR T
VXM AEASHAIERATE & bhis U Cf A HARE I35 00 ADL I BE 3 2 RIS kI~ 2 0D 58 8 D 7eh
o724 . —J5, HL MDA5 HURBGEO MG IR B S OF DMESNIC) LT, RIBEEATrA K, ¥
2 U LA, Y7urA7y I MFA%OREECREO LB OO IE, mERHEIEFHOE A NY &
ay ha— LR LT6, 120 ABOAMTHBEE L EMEINTND 9 . FEllE, F4EF
SR-CQ2 % & .
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. BIBRERTOA FABREZEAREL, BRI OREBEREIIHFZE (90RKRY 2 A (CYyA), &
20y LR (Tac), ZFHFA T2 (AZA), 9 BOHKRRT7I K (CPA), Sa7x/—IEE
JIFIL (MMF)) 2#AT 5L 5HET 5. [HEERE 1]

2. WEAEILD ISX L CIE, MEHLAUAZHAT 52 L2 RET 3.
[R5 2]

fE 5

PM/DM (2B CHIVEMEMZE A (intestitial lung disease : ILD) (/945 b OIEBNZEPF L, EHE/R
e PHRBERFThH D, £72Z20 ILD O F# EIRBEUSMEIEF R O RCEG 5 BRET R, B Pk
DOFEIIZ K- TR D720, FREZIRY 2 b OFREZIEL, R Ehs & Thsr vV~
6)

PM/DM (ZA50F9 2% ILD IZIFRIB R EAT 04 RR&E#E (L K=Y ey 1 mg/kE kg/H) BF
R E LDV, FTRIBREAT oA REMFIEORIGEZHERT 22208 Y, #iaESH DV
IR Z R0 IS ILD 472 < 2272w, Sl bl 4 0F - R EEFNIZ V. FrIZH MDAS HUiAR;
PEBNC GO 5 2 THE ILD (RP-ILD) (3BRIEHIME TR UEN R WD, Y LRITREAT
0 RRESFRIEE &I 2 MEREOBEANED 5D P . R TRTHO~—I—2 LT
1% PaO2/FiO:2 Ht° A-aDO2 DfE 8 8 9, KL-6 =° SP-D OHER 10, T MDAB HilEDIE(ERE OFLIAAM
DL 9 ~19 | T2 U FUMERZOHB 2 9 RENFHATHS. £1-51 ARS HUEBBEDOSR A, 2T
aA R X DA RCT D OSMETRFTHLHOD, BIBEEAT oA ROBREL & HITHRL
KT NEW SRR H Y 1518 | BIBEEAT A REMBELE D b, BIBKEAT oA Ry =
2— U UMEREZ O LI2IZ 928, BB AERICDZ2nWEn it s 18,

PM/DM @ ILD \Zx3 2 SfE il 3aR IC BT 5 = v U AL, [HAA T A > LRERICRTR & =2
Fa—LZAZT 41X 12672, 4 D2DH%AME aR— MIERH T LTz 1P ~20 . WPFRIZEB W T
LEIEREAT 0 A FICKHIBRITEANER L LTHEA S TEBY, SimiEko B850 oA A
ZETT 50D Thol. RIBREAT A NREFE (L F=Yy1r205~1 (£<1X1) mg/FH
kg/ HONR, & LIEATFAT L F=y a7 UL REE] ZC0ICBliG L, BErSivTun s FH ez
ML L CiZy 7 o 2R U > (cyclosporin A : CyA), # 7 1 U LA (tacrolimus : Tac) 75HJh T
MENTVWDHLORZENETN 2717 18 L 15X, 7HF 47U (azathioprine : AZA) &
7R A77 I K (cyclophosphamide : CPA) (% CyA, Tac & H T [uEiHlsE) & L TRHS
NTWDEDN 1L TH-7-20 . Kotani 513 ILD Z4A4 % DM 16 flZ %512, 15RBRMGE & F
EREATrA RE CyA &5 2 Rl O IR E2S 1,000 ng/mL LA EE 70D L9 ICH&E- Lc#E (n=
9) &, 1RERLE%Z O ILD R CyA 285 L7128 n=7) &I L, AEREMTHZROLUEL
WIZZ L ERE LY . 2EL, EHLLOBICBOWTHLEBIAEE LTAF AT L R=Y a2 /LR
F720L CPA OWT I E Tl 2N 2 7B FAE LT, Go HIXILD 243 % DM IZxf L CyA Tif
LT AT Bl A %51, ILD 22tk 2 EELANICEIB B AT m A R & CyA TIREZ MG L7t (n=
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16) &, BIEKEARAT oA NREEZRB L% D CyA 2485 L2kt (n=31) (27, AiE CHEAE
NEBICEL, BEFEROMHEICHEZRII -2 L2 MG L1219 . £/, mOMERERE X #
B E (high-resolution computed tomography : HRCT) DA 27 (Z8W\T, MEEE HiZ CyA HEAKZD
A a7 OEERIHI STz, Kurita 513 ILD #4795 PM/DM 49 1% %5212, Tac Z0FfH L Tia
FELI-RE (n=25, 25 961X CPAfH) &, Tac Z0FH LAAWTIRIE LIZRE (n=24, 56 7THIIZ
CyA, 2 #lZ CPA ) TlhfgiL7=L =5, event-free survival & disease-free survival IZR#H THE
WCRIFChoTe. ELBEERAFFRIIVTNOESG 2L, AIEORET 1LHOYA M AT r T A LAk
YUiE & 2 GIORIRAEB 2R, %H T 2 FIOBERERE AR 072 19 . Takada HIXIE@MD ILD %
A9 % PM/DM 34 il & %512, 1RHBAMER2N D AT 1A R & GEmii#E (CyA (n=6), CPA (n=

3), AZA (n=2), Tac (n=3)) ZPFHLH#E (h=14) &, AT A FEM TR LB Z L
WS BT REIRIEE (CyA (n=4), CPA (n=7)) ZBMLH (n=20) THELZLZ A, HIET
EIFROF R R SEZRDT-. F7- progression free survival °%VC ODWEN B TH D Z & bR
ERTVD 20 . FECHENIATE T 1, %ETI0BTH 7R, BYYELIIHE D 2 HlOHTH 7.

CyA OFAITMAF -7 7% 100~150 ng/mL F£J£ 17 2V (2, Tac DA 1L 5~20 ng/mL F&E 19 %
ROEIITHEL TV DD, BRREREESCEIVECHE LN OMEMNT 5. Tac oW TIE, EAH,
HEFFIC T 7EOBRTEEZ T NEN 15~20 ng/mL, 5~10 ng/mL & % 7E L7-AF5E 22 X2, CPA & Off
T 10~12 ng/mL &3%E L7-AFZEN & 5 29 .

T, MRMKEYZ rAR AT 7 I REFEREYE (intravenous cyclophosphamide : IVCY) & 4728
MDAS5 HuiREHEBNZ A DR 5 RP-ILD ICfEH STl Y, 3~4 HREMME COARMEE (10~30 mg/kg
£ 721 300~800 mg/m2) 24 25 o[ T EHE (750 mg/body % 7-1% 500~1,000mg/m2) 23 26)
WRHLLNTND., ZhbDEE, ZATRIBREAT v A FREREE IV =2 — U VFEEN G
HanTwsg, 22k CyA b EICEB W TRREHINTH 5.

A EFIEIZ DV TS, PM/DM @ ILD (2% % ifla & AFFEIE 72025, L MDAB HURRG 1 52 R
RIZPE S ILD JEFNZ KT 2 M # 15 (plasma exchange : PE) (2B L T, % AR & ak— MFSE
W2AKBD. Abe H1E 10 FlOEEMAHT MDAS HFUAM M EdE T ILD fEf (3 AIOFHIEHR « 7L F=
yuy e gy =a—1 UHESK - IVCY (2K 1A% 4 BUINIZEE - FERIRAE DA 5RO T2 0E
#l) \ZH>\WT PE (E#iik FFP, 1~23 [ElffT) Zhif7T L7c#E (n=6) LIEMATHE (n=4) THEFER%L
g L7z & 2 A, 1 FAFRITAEEICPE BITREOIZ O N E)->72 (100 % vs. 25 %, PE vs. non-PE)
27 . Shirakashi &% 13 #il0 #EEMEHT MDAS HifRESE RP-ILD 5EF (3 FIOFHIRHE: 7L =21
Yoo AN =a— ) RAEHE - IVCY 1T X H7ER A G L C b IR bl U2 REf]) 12O\ T PE fi
178 (n=8) L IEMITRE (n=5) THEFRLZL LI-L A, NIV PEHDIT O DA REICAEFEN X
otz (60 % vs. 0%, PEvs.non-PE) 2¢ . 7272L PE (XA CHSH. KU Ix B [HE
b7 7 A4 3—H 7 LERW T EZLEENTE (direct hemoperfusion with polymyxin B-immobilized
fiber : PMX-DHP) |25\ Ti% Okabayashi & 7% iR R BEE LR G 5 7 (2 & 0F L 7 RP-ILD 14 i
=AY —RERELTEY, 90 BAEFHIL35.7% (5/14) Th ol 176 5 FIONRITH ARS
PURBEPEG] 4 61 (4 BIrp2B14E), HTMDAB HUREGYEF 161 (10 ik 1 F14EF) Thor 29 .
PMX-DHP & {&[RiE A T 5.

IVIG OffF 30 8V o, AMpylial (VY fv~7 380 Ny Uxi~T7 39) OfF AR LIZHR
HEHHDN, b ORBUEAIZZR.

FRE, B4ESR-CQ2 BT D,
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MR ER Y (juvenile dermatomyositis : JDM (23515 5 ILD & 0FRIZIEMICHIE STV 2y
DS E U TR, M O TlE 8~14 % & A S5 39 35 . —J5, TLD X JDM D FE %
RFETRNTH Y, 1 MDAS HUiAEMEEESIL RP-ILD © U 27 KFTdh 5 39 . bREO/NEY 7=
TR 9 fisklZ 31T B % RIS T, 2005 4725 2017 FEOMIZZ 2 LT B ER MR E
iR 96 51 (JDM 91 #) @ 5 5 31 # THL MDAB HLik Nt Th - 7=, Zd 9 5 25 il ILD N4
JFL Tk, RPILD X6 B TH 7237 . F725 JDM @ 30 %58 2350 MDAB HifkEGE, 55 80 %
WZILD BZEPFL T2z 212720, /WNETIEPLARS JUAOBEENRZE L <IEWZ £ &2 BB EOD
JDM (Z851F % ILD SO IT 27.5 %R S HEE SN D.

ILD A-0f JDM OIREICEIT 5 7 o 7 AMubbisakBnid7e <, B 2 ®E L7z sCb B 220, F@l
BE AT 1A RV 2EHEE CyA £72132 IVCY OFFHOARPERBE ST 5 89 ~40 | FEEIZ|T
FRABNZHE CToiBFEDNBIR S TR Y, QUEETHERRDN DG EICIIRIBEE AT v A R/ 2
15, CyA (¥£721% Tac), IVCY @ 3 FIfFHFHED RHPEANTONTWD. ZHEKBELT, FiROE
WAEBI O FRES Tid it MDAS Btk ILD &0F 25 Bl 3 B CAT 1A REAh, 22 fl TAT v A K&
FIEERBEHENTEY, 18IE2REX AT oA ROV RPEENMTOI TS, BEH S 7= s s 3k x
MTX H 2 1], CyA Bl 3 4, TVCY Hifh 2 5], AZA Bl 1 6], IVCY+CyA 7 5, IVCY+Tac 2
#il, IVCY+AZA 3%, IVCY+CyA+ =27 = / —/)LfigE 7 = F /L (mycophenolate mofetil : MMF)
141, MTX+MMF+IVCY 1% Toh-7=. £ EHIELIVCY+CyA+MMF {fH %47 - 7= RP-ILD @
1BlDOHRTEH T2 387 .
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39 LEmEEALSHT HEBADEBEEZA,?

AERIZRERTOA R, GEHEE2E0REEIERTS. [#E22 R 2]

o}

fiEEn

SEGEMED DR ES R 10~30 %IZRBD HAL, TOWRE LTLRE, IR, LAk, mEBIREE
RoFohns V9 EETIE, BRI ba s R THURBEGIC BV TIER 830~70 %06 & Eu
MR TLFEELZ AT ENMESINTND Y9 | DFEESOHIITIES O & bl L TAmT#
RARTHL O DB, FFEDHREIIONTOTET AT,

BIRNBICE K SN DFEEASFIOWE L, 2767 ~19 Z23BH-. Z05b, BIEKEAT o
A FlZaplicli s, 16 PHZOWTIREIEEE AT v A RUSAOGEZIMGIZEESEH Sz, BIFK
BATaA RUSNOIREONFRIZIE~RE T, A b L %P — ] (methotrexate : MTX) 9 5|5 7 ~
10 FHF AT Y (azathioprine : AZA) 6419 1018 | U X <7 54|09 T raRAT 7
RE73%% (intravenous cyclophosphamide : IVCY) 4 41V 12 | S 227 = ) —/LfgE 7 = F /L

(mycophenolate mofetil : MMF) 3 %1% , +27 1 AU > (cyclosporinA : CyA) 1412, b Fn
XForznmufkxr 1610 KREGRE S a7 ) i (intravenous immunoglobulin : IVIG) 5 i 8
o | MIEASHIEIE 16112 Thoto. LFREEIC OV TORENEE 22 I TSRk S, ti#iE 10 4,
REEE T B, BRI S B TH T,

R RE AT 1A RHEAITHEEEFINE O b D— 5T, HEEORZEMEIEEIC X 510 COEMH L
HBOLHZ LD, LDHEFEORIEREAT v A FEFUEL SR T HRILT e <, SHICREIBREAT 1
A RUSNDIRFEIZ DWW T S G RMEZL RS 5 Z S I3EEL V.

LML, WEOay ha— LRl ARTH P CEIER R LHREE L & Lo —A A — I — &
EELEFORERDH D2 L, FWEMC MRI TOFFR 19 HHIFEIMEORIENFREICH S LT
LERBINDZ LD, HLDRFEBHIHEZ BN E LomHERIBEKRERAT 7 A R0, FI#NL 0%
BBV ANBESND. 72750, AT A R/2VLRHEES 9 10 R TIEH L2, LAEN
HLPITIIIE aANTF aA FMEFIZE D DARERHET S et n H 272D, FEERGHREIZEER
ANNEERISBLETH L.
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cd0 pEEROHD DM BZCREEROAHIEE L DM BEDREE
(Z{r] AN 7?2

. RERROARLTIE, BBBRF-EEBRERTOA FARICKEZBFAERETSC
FERT 5. [HE3RRE 2]

2. ELLWEREBEKRAFEET 2BEICIE erFOXTo/00xy, AMMLEFY—F MTX), =3
Jx/—ILBEETFIL (MMF), 2 B8XHRY 2 (CyA), HHWMEEI A LR (Tac), KE
RESOT DETEE (IVIG), HEIWIF TYUICKDEBNABREITS CEERET
.

fig &

FEFEREIR D Fr % 9% DM (BEFFAEMERZJE 7 7¢ (amyopathic dermatomyositis : ADM) ] (238 CTHj
FERSCEVE MR BB T2 2 &R H 20, ZOMIRIEE % DIEF Z L ITHx2 THY, B HArbH
HELLEIZEThd. Liedo T, HRIBEROHLDKEFHR CHEBEIRBBETILERH L. £
7=, ADM RS 5 EMESE AU OME L, il DM L L CRISTH L E VI MELHY ¥V 2

EHEOMRB LB TR bW, L LR S, ADM 2% L CTRMAICRIB R E AT 1A Rk
rm%i%éﬁﬁﬁﬁé AT HHER SN TR ST, BIE CHIVUTREBIEH 2 W ITRFTRIEN
FRE2D 99 FFHFREOFRAMEICET 2 7 v & MMUEGRBR ITAFE L7220,

%72, DM BEHICBWT, FERSCEF A OHENEIE L2 b b b TR EER O R AEBIET 5
ZEHLLIELIERBRESND P . 2O XD RGE, BT D BEERIE, SRR EE R A OHE DRSNS
ERICHIH SN TVWRNEWND ZEEBERT DI Tk, LR, BIBEEAT A RofmE
PRI D R E -5 X DT R - BN 2 Z i3 —RIEHER ST, BIEOHAICITRBEIERT S
Dy, JRETRIEMNERTEOEMRE 250 . Fbh, ADM EAHOIGET#E L5 & ThHD.

JIFTEIEE LT b — R DIZEIBREAT A FAHETHSH 6 7. EHETIE mild 7 7 2% H

, IRER - URLE CILEH very strong 7 7 ALL ENWMBE L2 5708, AT a4 RAHTHD 23 RE2155

_&iﬁbw EMZV. SBIT, BN 24T EZEMECME LR EORIERNEL 2562
NRHDHTD, BIREMHETT 22 &idarE LS 220,

DM O JZ &Rz 2 RprEEE LCE, #7271 U AAREOH AN A —7 3Bk L OVER#
BICEVIRENTHDEN® ~10 | W ThHho2 T 5@MELHDH 10 .

DM TlI/L—7 R L [A% @ﬁﬁ BEES SIS SN TRV 12, EHE-CRISH e £ B CHE L &
BT 2561, SOOANEBZBERL T A7 V= o HERT.

FRIEICK L Cldbie 22 I VENIR b ITOND © 7 .

B2 FEHRER DN SEPHIC O, B35 O quality of life (QOL) %% L < BEET 25A101%, BT L7- K JE
FERICHKT L CREMRIBHESZSE L TH LW 7 | 2EFEICHT 5 T v &4 MMULEGER Ca AMEN R
SNTWVDH DL,
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TiE, MOFREEHICHNTE P 7 nnX lBRLEABOAEERPARICEHE TH -T2 L
DIEGIEFE LN H D 14

PR INEEE T, A b FLFH¥— bk (methotrexate : MTX) OF HMEIL, JEGIERIFEIC LV ®E5
ENTWA W ~17 | F7- Ia7x /) —)EE 7 =F /L (mycophenolate mofetil : MMF) A it
b, JEBIERIIZEIC L v HME SN TnD 1819 o7 AR Y (eyclosporin A : CyA), # 7 1l A
A (tacrolimus : Tac) VLR EHIZE DR EGIFRE~OH AVEDSEFIRAIC L VRS T g 20 ~22 | F44E
MR EfH7¢ (juvenile dermatomyositis : JDM) OREJEREICH LTy 7 ahR A7 7 I R

(cyclophosphamide : CPA) WA ThHo7- & T 5 ak— MIERH D 28 . 2 b OEFOHEHICH
7o TlE, RERORBLO FREMEIZ 2R T A2 0ER D D.

KEwE 7 a7 R (intravenous immunoglobulin : IVIG) OF ML, 7 v A4 — 33—
MBIV TRENTWD 20 . ZORBRTIE, 12 B0 EHEBED S 5 8 B CRFFIER DEI ik
ENBO SN, ZOENS, IVIG OA REZ R 3IEFIHRE 2R 5 25 ~27

527 (DDS) OWNIRNAR TH 7= & T HIEFIMRENH 5 28 ~30

AFERBRAITIE, VY X o~T O, ay MIECTEREERICERACThH o2& T 58 3 LRE
(72N LR DR oo & T 58 32 5. TNF HEKTIE, =431t 7L =Y
B UFHO T o H MERBER T, REREOUHETALDNT-bOD, AEETR1-72%% . Zhb
DAY FRIRANITR ) 72 0 MEER R 0, ZOBINTEEICEET 208N H 5. 7eds, TNFHE
WL RERRDFRENTZETIHIHREDR DD Z LICHEEDBIMLETHD. ZDIEh, JAK BHEIED
N7 7 o F =T R FIERICAED TH -T2 & T DIEFIHRENRH 5 34 .

TEFENE IDM BRI 2 = B 7 U A oYL m ORI R . ANETIE, FRICEAFIR ISRV T 5 2
TR IR T DT R & 8D /R ERI 2 AR 5%, A OEFHEN JDM I3ENThHY 3, iz, EFHE
P JDM & B ST H 17~25 %AFRIE TR SN0 D 80 37 LI ST D 2 E0b,
MR T 23D IRVER G, WIS, IRPERESR, i MRI, fRBLRAS I L0 ik oA B2 B
SHERL, ZOBROLMRDBIEL CIRWVNE=F Y T ZITHOMEND L. HEHHIEMNE JDM O
&, A ERRRICE —BIRE LTH R 7 U — U RBIREE AT v A RINVHIER & O RFTRERHERE X
NTW537 . UL, dEKOEFREGIEM (clinically amyopathic) JDM & %F5 & L= #E Tl
SARED B DFEFNTA 72 <, BIEFIZR LTS Fedoroox ., EREICIEIRIBREAT 1A
ROBE G %5 D= 2RO FER AV DAL Tz 860

FER Z 1 9 JIDMAZEWT, JEEMMERZ DIRIE & AIKILIFRERL U R A h a7 ¢ —7g E O R JFRE
EOFL OBEAME S TEY 3989 | QRN Y v~ FHFFE 2 L—7" (Childhood Arthritis and
Rheumatology Research Alliance : CARRA) DT F A/X— hA V=42 TlX, ZazairFaf K
MTX 72 & O GafE Ml OIG R 25217 Tl 0 e IReeE % 3 A LL B> TH BJFIERAELE L TV D
FITFERE RO T REICKT DIRFEINE & LT IVIG, MMF, CyA %55 CT\5 40 |
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CBIBRBRTOA FIE, ARAESLUV/NILREBEESIC, PM/DM OFFERDBEAZE LT
ﬁ 29 D. [#tRE 1, TETURALARI D] BEE 9.0]

2. BIRREBEARATOA REARRLFY—F MTX) AIRAEDOGRAL BIBRERTOA FEM
AERELE L, FERDBESZE LTHETS.
[#RE1, TETVALRILD] | [EEE 8.5]
3. BIBRERTAA FIZTHFA T Y (AZA) #tRIE, BIBREXTOA FORPHESR %
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4. DMIZR L TIE, BIBRERTOA RETHYFAT UL (AZA) OFFAREELLEL, >/ 0O
AR Y (CyA) OBRELE B EREEMTELREA XL LTRET S.
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EEE 7.9]
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0, 14 B 6 BINTLAR & 70> To X HRERIZ L CTHBICEMREREN @ o 72, £y CK N IEFLT 5 %
TOMRIE, 7V APEERED 6.6+3.6 1 (meantSD) Th-7-DITKF L, wHHEEHNT 11.745.1 HTH Y,
HEZZ D> YUV AIRERGEED R EF (L TE 2. MEARZVWHETH 20, EHINEO0 AT o
A RIRRIZAT A ROV RFEZ N2 T PM/DM g2 Bi63 5 2 L%, &FEIL, T L TREf%
ERTHIENTEDHEEZEZD.
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o g NI

7Y F A7V (azathioprine : AZA) (ZBIL Tix, PM31flickt L, 120 RCT &ZDEHELED
WEMNHY 28 PSL 60 mg/H DA 156 (55 1AERORIEG6] 8 #1) A%t CHREE) 12, PSL
60 mg/ H1Z AZA2 mglkg Z#0FH (N ARE, 5 LRI GHI 8 #]) LT\ 5b. A hmEliEIZI ARET 13 41,
KTHREET 10 Bl & M ARETOCAEDTRD DD, ZOHEL « ZAUEICITEEZEN o T2, [FERIZ,
IR PERE SR IEFAL S ABET 16 fil, XfHET 1241, MABETOSAD TIEH L D00, ZOHHES
EFALETHo T BEIZITAEEEN 2ol AT a4 REEDRE LTS, EMBIEIEOATHRETS
THY, 1H%IC PSL10 mg/H AR CTho7=DA, I ABE 8 HilH 8 i, XIHEHE 7 3 T (FEZ
L), MOTORNIREIT 1.6 mg/H & 8.7mg/H THEEZRBOIZ. HAEMPTRICOWTIE, 1RHRHET
TN BB EHRTE T, S ARE 8 Bl 8 ], XFHEHE 8 filrh 7 # CUEEN RO b, £ DOFHIA =
TICHHEETRP-T2. 202 L XY, AZA OfFHIE, PM OBRIGFEICENT, AT A NEEL)
R CTEH LB LS.

PSL NfiRIEH o DM £ 721X PM 30 ffl%Z, Ak kL %% —F (methotrexate : MTX) 7.5~25 mg/id
WAk E AZA50~150 mg NAkZBFM L72 15 61 (rARE) &, MTX 500 mg/em? @i #HE 21T - 72 15

(RTHEEE) 120 THRET L7 RCT 28 % 9 . PSL #5813, M ABtARTE R UEEZ A% 1 5 13Hk
T HaZ & LTS, F, ZONMAREEXMHEIL, 6 02ARICIEEEZ 7 B AAL v TF LTS, K
D 6 NHABOIERMRZ T 5 &, f/13EFH 17 A (manual muscle testing : MMT) A =7
& HHEAEIEEE (activities of daily living : ADL) A 27 Tk, F£7-fRMEREE CK AL bR L,
AHET 8 #, xtIREET 4 BIEMHE L TV, MABET LV EIE LIEFINRZ WS OO, BERICHEH A
AR, BWERIE, LT 1 fl230EER DT 0 AL v FRICEIELTEY, Z7rXA
A v FRIORHITIL, FFEER S ORI AR 2 6, <HREE 10 fl T 4, ZORBIRITITAEENR
Do, ToZE LY, PSLAEF O PM/DM ICHFHT D0 sl L U<, MTX AiEEERE LY
b, MTX & AZA WIRIREDIE D WEBIATA D Z LRSS,

7 u ARV (eyclosporin A : CyA) (ZBH L Tik Grau 5 @ pilot study (single-arm prospective,
open label, historical control) 5 < DM 10 Flicxt L CTEMAFEA L LT 10 mgkg 726 A% — k(2 #,
ZoOOH 3HIANSIX 5mgkg TAX— &) L, 200~300ng/mL (h 7 7203 RH) % BIEEIZH
#%  historical control I% 45 #i] [PSL+AZA+switched to CyA, KEME 7 17 U U FEE L (intravenous
immunoglobulin : IVIG) 72X 7 2R A7 7 I K (cyclophosphamide : CPA)J. #; /10118 (Medical
Reseach Council (MRC) A =7) & CK DM Hiii7- X2 E M (complete remission : CR) = &£
HOHN—H TAREREM (partial remission : PR) & L, CRX°PRIZE D F TOHIMIA CyA BETHN
Z BRI L TV DDBHEH PRI I Z T nZ &, i hEiE & CK b OFEn 2 47#E ¢ & 72
WIERZH S, BIERSPEESHEORBERICHEAET -7, ZoZ & XY, DM OREEEAICE
WT CyA i IN AT 2 2 L I3EMRE2 R EATELHEERH D.

AR R

TREET SOHRICHONTE LIROUERCT OMER D5 O . S ARE, XTHREEE BRBRIICIT S 2T
aA R, SSRGS LRt Z 79 PM/DM Z%t5 L L4 —7 VR BR T, B TEEist
TIEBI BV, NAT AV R R LR TH L. BEIBRKICMZ TRNNS 7287 b (~60kg :
500 mg, 60~100 kg : 750 mg, 100 kg~ : 1,000 mg) Z# 2T & 3 [\, ZDOHZKIL10A T L2 4ED
TS LR (early £f) &, SHENL T ANZ T N &2 FRRICELE L7-#E (late #F) TLmet
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LTW%. BB 3 HROIBIRL AR —ROBRHLEIL, 77 2R EETIIRWRT N Z T
N7 U —%xtiE Lo HiRIZ/2 0, early BE2Y 10 R 5 5l T IMACS 23E®H 5 DOI (definition of
improvement) &K L7=DIZX LT, 7%t 7 U —#E (RFIEEE, late #F) (% 9 %+ 1 1< DOI
ZIERR L, early FEDIEZ O DA EZELZ D> THERIZ DOI K TE /2. Wika 45 L HdE TS L
7o, CKEDE TIXRD bghrole. TAX T MEEOREASAIHEIC DWW TITEE 2 S 0172
otz BEIR 6 A A R OFHE TIZ4: 19 it 8 T DOI # ik L= Z L b, #iAatE PM/DM 0
PHROEIIT A7 MR THESEDL LN AREEZEALND.

UYF <7 OHPIZONTIL 1RO RCT OMERH D 7. I ABE, SHREE L LRRBRAICITY AT 1
AR, S IHIERIARR IOk LTI PiEZ R L7z PM/DM Z25f% & LT\ 5. G PM/DM 23%H T
Zrk, DM IZIZNEBINE EFN T D RBMETH L0, ~A TRV A7 IHENVEBRTHS. 0, 1A
I v~7 (BSA=1.5m?2: 575 mg/m2, BSA>1.5m?: 750~1,000 mg/m2) %5 L7-#f (early
B &, 8 9HBICY YR ~T52HEL LM (late ) TRHRICOWTHERRFI L TW5. [ERRAK
A RIS 7 /v —7" (International Myositis Assessment and Clinical Studies Group : IMACS) @
DOI %k TE % £ CTOREMIX early #£ T 20.2 T, late #ECH U Y X ~7 %[ L TH 5 20.0
EAEEEBOR NI, VYR TIREOAEFEFR L LT, infusion reaction 7877 B ARTEHIZH
NTHEBIZY YR ~TTEhoTc. FHEMESEGK (JIDM) bEENTHD25, 42200 1055 161

(83%) TDOI Z#Ep T, 44 JHH DOI #HiFF CETWAH Z L, ¥R PM/DM IZEBWT Y V%
U TIIIRFEI R R T AR O S WEERI L E 2 6 5.

T X 3% 7 MBI LTt Muscle Study Group @ RCT (pilot trial) ® T DM 16 # GFIHFEIES L
<UE 2 22 LIWNIEIE PSL O AERBI, & L < IZFHAGI) 25442 2 72 [ PSL60 mg/body Z kiR,
X7 N 50 mglE FHEERE Q16) 7T ERETERE GH) (7 X AZEVT (CEE
), PSLIZ2H L —5 mg DEEEZITHo TV EWH T r ba—AThd. FHHIEHEICOWTIIET
/)7 A & (manual muscle testing : MMT) A2 =7, # /) MVICT (maximum voluntary isometric
contraction testing) A 27, 30 7 1 — bk &4 Kffli], MYOACT (Myositis Disease Activity Assessment
Visual Analogue Scales) DFHIERIEFNE AR 2 TIZHOWCEHMli &AL TRV, 2438 - 52 & HICHAEE b
BEELTEY, 2 EOAEET R o, HEMEEEOIKTIZONTH 2HHTHAEZER L. QOL b
Health Assessment Questionnaire (HAQ), Short Form-36 General Health Survey (SF-36),
Indivisualized Neuromuscular Quolity of Life questionnaire (INQoL) Tl AL CTW5 3 A B 217
Motz AT A REEZHRICOVWTIZ 24 ETO PSLEE 2L —5 mg) =¥ 3Lt 7 M
DIF ) NABEICHE CE 72 (B/11v.s.0/5). 24 DO AT oA RENT X 317 Mt 1.2mg/H, 77
TARRE29.2 mg/H (p=0.02). EEAIHEORIUTIIAEEZEI -T2, 26D s DM O EfR
BANZBWC=Z T b PSL M 5 Z &% PSL OBEMESHFFTCE D (BT U A L~L
B). %7z, PICO REDT 7 F I AZIT720 0, KL TlE treatment failure Z &% (EAl VAS @ 2
cm LLEHIN - MMT 2 =27 >20 % - H T KT - FVC X° DLCO @ 20 %K T - 12 #2810 S5 )k
EL o I 5HEOWT L) L, treatment failure (ZFE 5 F COHM % 2 FE Tk S, =& %
N MEESB8 H, 7 AR 148 H (p=0.0002) TH Y, =& 3/t MITMEHERIM O &2
L TED.

A7 VXU~ TIZELTEL, RCT B 12H0 9, PM b L< X DM &2l i, etk o &

(proximal manual muscle test (pMMT) 80~120) “C“i?) D, Ebﬁ‘@ﬁ%%iﬂ# MRI THi Rk OIEEME
ERER STV D 18 LA EOSER] 12 #i1% 6 43 >0 2 BEZ /1), Ai# (PSL<0.5 mg/kg, MTX 7.5
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mg/HLL FEE 721X AZA100~150mg) 2z, £ > 7 V% ~7 5mgkg b LIT7I7®R%E 0, 2, 6,
14 MBS L-. SAREEICE LT pMMT 28 15 %L, EF{E, F7-, IMAC criteria CENH -
2l lEL o TCLULARS Y =%l L7z, 16 #H HEESR T pMMT SERH S T-DIFA 7 ) o~ TR
T 1HlD I, IMAC criteria X 3 B TH - 7=DIZxt L, 7 F & HRETMMT &3 0 %4, IMAC criteria
WL 26 TH Y, 2B DL AR X —RICHEEET R -1 (p=0.2963). BIEHIZA 7 X~
TETHEFE (n=8), fE (n=5), W#JH (m=1), infusionreaction (n=1) THY, 77 REE
THHEITE (n=8), IE (h="T7), BEE h=1), TFE (h=1) Th-ol. HHEEICHEEZAEITR
WS, A7 VX TRECEVERBICH Y, —TF7, EIWEAIL infusion reaction LASME 2 BEIZ HffE 72 22
X7 ho7z (T AL~UL ().

Xk
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SR-CO2 FLAD PM/DM =& 4Hd B RIEMRER -5 LT, SAEIGAES L
CEIBRERATOA RS EURBRENGE AKAEE, Y28
H), FSHALREARM ?

l. BIERERTAA FAREZEARLL, BHMSRENFE (9 0XKRY > (CyA), 20
LR (Tac), FHFA TV (AZA), YU RBKRRT7IF (CPA)) EHATHEEHET

% [#RE1, TETURLALC]

2. 1 MDAS HuiRSIEFCE W TIXZE BN SRIBREX T 04 FEERDREMHFE (Tac &

CPA) ZHRATHILZIRET 5.
| [HEEE2 TEFVRLALCL ) [BEE86] |
3. 1 MDAS ARG HBICE VTR BRHN SRIBERERXTAA FEJAKBREE (I 72F=27
(TOF)) OHRAZETHLERETSH. 2L, DHEICH T2 EAEEEZEEL TERT S
CEERET .
4. L MDAS iABEHEHIZE VT, BIBRERTOA FEREINFIZEDOHRARICERMEDESIC
LT, JAKIEE (TOF) OHRZETHLERETS. 2L, DABRICETSERAEEE
EELTCERTEHCLERETS.
[#RE2, TETVRALALC]
5. i MDAS URBHFIIZE VT, BIBRERTAA R ERENFIZEOGRARICERMEDER I
L CHERBEEZHATEICEERET .
| [ 2, TETFVRLALCL ) [BEE 0]

[ S A B D 12 1]
PM/DM (2B W CHIEMEMZE A (interstitial lung disease : ILD) 135450 b OJEFIZAGF L EE 724

MTPHRHERFTHDH Z L, £7220 ILD O T4 L IGRBSPEIIA & ORGSR BT R, B Pk
DOFEFUC L > THR D720, FREREY 2N ODOERENEL, BREITHIPIRFTINDHIRETHS.

SBIDVATT 4 v 7 LE2—IZBWT, PM/DM @ ILD (Zx%3 2188 IZET 27 o A%, Hi
&y b —/ LD 4 WFSE, % AME 22 b a—ViER 2 e B2 7. IRTA R4 £ Tk
AAIE GRS 1 DHFEEL TR 2 L2 WAL &, IEFEOARPRBIIHT DR L, IREIEHE
ND=—ANEES>TWDLZENRI DN ZDH. L, I SN DIZE A EITB W THW G- 2
> kv —/ L3 historical control T&H 5. ZiLidk PM/DM (2 5 TLD H3HFIZA M O fEiC EE etk B IE
oL MEEECDHETHY, BIMESHEO Y br—L s L TREREZR W EZRIT S 2
CICEMMENEC I D ENR—HTHDH L F 2 5. 24, PM/DM-ILD IZEBWTIHH CHUE (B
ARS ik & 5L MDAS HifR) 12 L 2L O BEEMEN L Bik S o250, it S22 < 34t
MDAS HifkpGtE (CUEEITHEILD © U 27 OEny) EHZRMRIZ LD TH LD, HoNndTET
VADRGZ S LI ERNE A RIHRICT 20N H 5.

Takada & V [ZJEENED ILD %49 % PM/DM 34 ] % %810, I1RFEBRMGR O DRIBEREAT 1A K&
S INHEE (7 v 2RV > (eyclosporin A : CyA) (n=6), ¥ 7 mA A7 7 I R [cyclophosphamide :
CPA) (n=3), 7% 547V (azathioprine : AZA) (n=2), ¥ 7 1 U LA (tacrolimus : Tac) (n=
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I EPFH LT (n=14) &, IR RE AT v A REM TR LIBREICAZ LUWIGE I il 3E (CyA
(n=4), CPA (n=T7)] ZIBM LT (n=20) THEIL7ZE 25, ATH TEFROARLRUELRDT.
F 7= progression free survival %55 JJHEMTE & (%forced vital capacity : %FVC) DOUEN R TH D
ZEBRBINTNWD. FETHNTHETE T 14, & T10HIThHo7eny, BYSESLIIH%RE D 2 HlDOHTH
~72. Kotani 5 2 [ZILD #H3% DM 16 ffl & x5, EEBGRDREIEREAT oA NE CyA &
B 52 RE#& O ML 1,000 ng/mL LA EE 725 X9 I2B G L2#E h=9) &, BIEBRR% O ILD 1
HIFIC CyA 285 L7l (n=17) ZHEL, AERAEMTROWELROL I L 2®E L. 2L,
ELHLOBIZBWNTHIBEMERE LTRIBEREAT v A RV RFIEE 2L CPA O WU E Il
A T=BIDAFE LT, Kurita 5 ¢ (3 ILD #4325 PM/DM 49 {54 %4212, Tac Z0FH L CTIAM L7z
B (n=25, 55 9BNILCPAPIH) &, Tac ZOHH LoV TIaMk LIl (n=24, 55 7% CyA, 24
IZ CPAfEH) Tl L7=& = A, event-free survival & disease-free survival [$fi# CHEICEG TH
ofc. FLEERAEFRINVTNOR GRS, AIEORET 1OV A S AT YA VREGIE L 2 f
ORI 7R, %ETIL 2 BIOBHREREZBDZ. Go b (XILD #H 35 DM (24 L CyA Tl&
W LTz 4T Blaxt51c, ILD 2Wr 2 HELWNICRIERE AT nA R& CyA TIRELZ M LR (n=
16) &, BIRREAT oA REEEZRB L% CyA 285 LIkt (n=31) (Z41), AiE CAFE
DABIZEL, AEFROMEICARZAITI o722 245 L7=. £72, high-resolution computed

tomography (HRCT) ORI 7IZEWT, WifEL HIC CyA EALD A a7 O HERHH S Tuz,

FROay =V RAE T A ET R THRAGEOID, BENY 7 7700 ROZELHRIRRIEL 7'n
kN a— OBV, EIREIC & DI G O RA T A, BEBIBOIE Do & o Biia oA T A
PIEL, TET VAL UIEW SO0, AfFR &S HELRFHEHEICRT 2 A 827 08 L THRL
NTNDZE, AERZUCH LN EZRDRN L E2BETHE, PM/DM IS ILD (23T 5 IR
ICBWTCRIBREAT v A N & & BTN o3 (CyA, Tac, CPA, AZA) ZftH¥ 252 &
M EDHID. 72720, CyA bR EICB W TREREHNTH 5.

Tsuji & & [ ZTOARED 5 i8N T, 2014~2017 41251 MDAS HUAEE T ILD Z &0 2 9% D
DM/#EFEME 26 (amyopathic DM : ADM) &2z @BE % 29l Eic=> hU—L, &
HEZ7Vazand aA K (glucocorticoid : GC) +Tac+ CPA ##iE%{% (intravenous cyclophosphamide :
IVCY) @ 3 AL ETT - 7=, xR E LT 2001~2008 41 step-up %iE (B &E GC THtAL, &
PR 2 ZF UGB ) TR S 4U72 historical control 15 B2 3% E L7=. ZO#ES, 3 AOFHEIERECIX
6 MHAEFE 120 AAGFEPFRICUE LI E 2R Lic. 72720 3 FIDFERIERE CIXIREMAE b
IR HETT D456, FIREHIW ClEARHNEYE (plasma exchange : PE) b0 7z, EELREIE
FIZEA L CIIMBEICA BERZITRD 2o 728, 3AIPFHIRIERETIET A F AT 1 v A )V 2 ORIEMALR
DARICEL, BMRBGYEICE L CTHERE=ZV I BUETHDL I ENRBINT.

Chen & & [THE (Lff) OHHERIZIHVT, Hi MDAS HLikBE ADM-ILD % % 2017~2018 4T
pgimEic=> b —L (n=18), GC+ h 77 v F =7 (tofacitinib : TOF) 5 mgx2 [Al/H CTI{H¥ L7-.
KTFRIE 2014~2017 FITHERIGEE (GC B E 7213 GC L ek DmZE M3t ) Tl I -
historical control 32 il T - 7=. EOFEHE, TOF B TIL 6 NHAEMFENFRICKETHZ LA RLT.
F72, TOF BHEDOR—ZT A inb 6 MABDORFVC OZE(LEN T 14.19 %dE L Tz (7272 L
historical control & D t#E/ L). HEFGIT GCHTOF IZ XL DIEHT 16.7 %IZHIBL L=, WIihd
low grade Td 7. historical control FEDH EFLT — X TR STV R 7.

Kurasawa & 7 (%, HAROHIEZIZIHV T, Ht MDAS HiiREEIE DM-ILD B 22\ T, 3 Al
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HRE (GC+ Ay =2— Y UIAEHEACPA) ICRIGHERBOIEFNCK L TOF 5 mgx2 [Bl/H 43870
L7z (561). 205 FIEFEFHXTRE LI PHRARRE -3 22 A L TWeZ &b, XfHEEE LTEN
5 3 ODTHARRIKT 247 55 MDAS HiiklgE DM-ILD JiEf] (historical control) 6 iz %€ L7= &
Z %, TOF add on BECITAEIZ 12 0 HAEFENR I NI EZR LT (60 % vs. 0%).

Fujisawa © & % 18 mLl £ PM/DM/ADM-ILD B34 C, D23 EO 12 Mz 2T 2014~2018 4F
iz M —&7z 58 Hilext51Z, GC+Tac 7> GC+CyA |2 X 2 9HIGHFRICIEELEI TS b
randamized controlled trial (RCT) %417-7=. 52 MATfF=RI% Tac #f 97 %, CyA #f 93 % T, CyA |Zxf
9% Tac @ relative risk (RR) 1.04, 95%(Z4HX[#] 0.89-1.26 THERAZITRORNoT. X—RAF A
UG 52 E TOUFVC O b E CEHHERER ) 1L Tac #£ T 16.9412.1 %, CyA #E T 19.7+14.5%
Thol-. HEFL L LT, BYYEIX Tac £ T 23.3%, CyA BT 10.7 %, CyA (254 % Tac @ RR 2.18,
95%EHEIX[H 0.68-7.24, EHEREMEEN Tac AT 13.3 %, CyA BT 25.0 %, CyA IZx4 % Tac @ RR
0.53, 95%fE#EX M 0.18-1.53 L W TN HHEAEITRD bR o7,

Abe © 9 1%, HADHfi T 2008~2019 4EIiEHE 72 PM/DM/ADM-ILD & @ 5, #i MDA5
PUREGYE CIRIEIREIE Ch o 72 10 il 2R A EICREE L, PE 250 L7 6 #il & il L72d o7 4 il %
e L7z, 12 02 HAEGFERIIAEICPERNS LW L 27K L7 (100 % vs. 25 %). PE BE#EAPHEE LT
TFE747%v—vav s 246, TUAX—IZLHEE LB, BT —T VY 1 I EZRDTZN, WTi
HIEICE D b OIFAe <, dufiipE I,

Shirakashi & 10 |%, AAOHHEE T 2008~2016 EIZIEH S AU IRFESIMEOHT MDAS HUikB %
DM-ILD 8% 13 & A& IZ[AE L, PE 2 %0 L7z 8 il & Ehi Lieh o7 5 filZ ki L. 3444
FRIZPERTHEICI NI 2R L (62.5%vs.0%). 7= PEBETIE PE A% 0 KL-6 DikE %8
Do, BWERICET 5 tigix7e o7z,

FRO LI, 4oDRIAEHIIED 95 3 DIFHT MDAS HUKEIE L W9 1 SO 7 % o A5x4 H40F
FTHY, PM/DM-ILD 22X TWeWlERH D, =62z ha—/biE3 X T historical
control ThH v, BENY 7 7T 70 ROECIRFEOIE—EME GHET 2158ELSMNZ PE RS KERE S
17U oEFERE (intravenous immunoglobulin : IVIG) M EREOHW THiITSINTWD) "D
&, U MU —BEENRDIRNR ERRA 2N T A A7 ORI ThiRn. 25 Leinbxzes
YALAUUIEKIRE LTHN S OO, EFRE WS HELRFMEHEA ICBIT 2 AEENELNLTND Z &,
HELAEFZRIIAO D RELZRDRN L 2FET 5 L, §i MDAS HUiRE 4 DM/ADM-ILD (253 %
TBRICHENT GC & & BITHIN G 2 T O I3 (Tac+IVCY) & L <X TOF M+ 5 Z &I
Bwons. £72, GC+Tac+IVCY T L THIBREIUIED LA IZIL TOF 2 BINT 5 2 & 3 0 &
na. 72721, TOF I ZbBAEICB W TREEHNCH 5.

D 1 OO &A% 8 (2o T ik PM/DM/ADM-ILD (2454 % GCH+ ALy =2 — U U HEHHR G

IZBWNWT, Tac & CyA ZHG L7 b D ThoTo. FRELTUIELL B AEREITRLS, HIA KT A
YOG TH D GC & & HITHEMHEEE (CyA, Ta, CPA, AZA) ZOHHT2 Z L 280 5 I8 F X
2. 72720, CyA IZbMREICB W CRERE AN TH 5

RBIZ 2 DD% A E a7k — ML TRENTZOE, 1LY it MDAS Hiik5tE DM/ADM-ILD &\ 5
BEDOY T XA T35 PE OFMMETHD. ZNHIIRFHTHYBENY 7 7T 70 ROZESLHE
BRI L 7' Fa— v oIE—BYE, FREICLDIBREEGHBONL T R, 27 A L~ULid
%w&wbéé%zﬁwﬂ,A LCTAEFRLW) BHERFHEEBICBIT2FEERNGLNTND Z L,

I X DEBNREICE S BEEAEFREZROR N7 2 L 0D, i MDAB HiikR % DM/ADM-ILD
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IZxE T AIERICEB W T GCHEBOSEIHIEEIZ Lo THEETEDBEA 21X PE OBIITEENE D Bl b
L L7 72720, PEIZOAEICBWTRBGEAITH 5.
PURRHE LI IZ DWW TS, 524 A IFE S 2 22 o 7.
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SR-CO3 FiAD PMDM 243 HEBIcx LT, BIBREXTFOA RI-KE4E
IO JY UETEREEEMNT A EIEERAMN?

AT A4 FAFIEHRMED PM/DM DRRICKEREZEI 0T ) VHIREZENY 5 EZREY

%. [##RE2, TEFVALALB]
e e o 18]

KEGE 7 07 ) o #ERE (intravenous immunoglobulin : IVIG) @ PM/DM (2%l 2 FHIZE L
TIHEIBREAT v A F~D addon DALESITTHY, £z, Hx OHKINRITOENTNDN, AT H
A FRBUEIC A B SR DA FH 23 IR B 72 E B DWW CUEBR ) 7 VB RGEIR I Th 5. WA CTH Y,
EEHOHEEDT-DIZHEER CQ THDHEEXLILD.

Z 1 E TIZ 3 2® randomized controlled trial (RCT) A& TnE Y ™8 . ZdH 5 Tian HD
itk 2 1OV TIEAIRHEFETH 0 BRI bRt S22, RCT OREN D7 ORFHX DT 7 A k
Z7 he, FimCEMmH LIREELORM ¢ Oz b LIty AT~T v 7 L a—ICHH L.
e (9 4, MEPEREEREEE L (9 50, quality of life (QOL) i (9 51), A7 v A RE=EZE

(94, RIEMZEL (8 5), EEGOIERE B8R) O6HALZT U MILAL LTRELL. £/, 4
MIRZE L T2 OIE Rk, MRI O8#, fHEMROLED 3 SOT 7~ LMEgiic OV TiE, 32
D RCT IZBWTEKRMNRL, ARIDMEN 6 BRI L T2

5 AR LTIk, Miyasaka & RCT ® TIE7 7 vREEL ik LT IVIG BE TR A B2
ZHBNIe oM, TDIEN 220 RCTY 2 TIEIVIG BECOFE R DEE 258072, iR IER
FIEFLICBI LTI, Tian 50 RCT 2 TIX IVIG BECTT 7B RREL el L CTHEIZ CK 238 L=,
Dalakas & @ RCT V% IVIG B 7IEFI TIEFED 10 5E T CK EF 285, 1 [AO#FET 50 %
EERAD LT e, T BARBETIE CK EORNIA LR Toh, WEEOREHFRIZR 2T~ 50
TURW, Miyasaka 50 RCT 8 TiX, CK OZ{LiZie LAY T REETRE NN AE T Ao
7=. —J7, CKIEF bt TOMMILIVIG &5 CHEICH) 72, QOL &#ix, Dalakas H® RCT ¥
TIX 77 BARREE i L C, IVIG # T neuromuscular-symptom score WA EICE L. £z, AT
oA REESREE LT, Tian 50 RCT 2 T, 77 ARBEL T IVIG &5 T L R=y v

(prednisolone : PSL) &1 AEICHA L. BIMEMIX, Dalakas ©® RCTY CTIXHEHEM MG NTT
Zbﬁ’bfb\fcib\ﬁi‘, IVIG #5-RECTHR A 2 JEFI A D, L T\ a[fEME2 5. Tian 50 RCT2 T

X, B, O - EM, ERGERKE, HFEVRAELIL, SRS RSEDNoT. TIENOBEEIZER SR -
TR R CHBEEII R 2. EORPTHHEEAIHERBIL, Miyasaka 5 RCT ¢ TiX IVIG #
B CldtsZE 161, MR TFR CK EAD 1Bl A L. —F, 77 2AREET Prinzmetal B AV
FEDS 1 BIA BTz, MEECHEH PR A BRI R o T,

LE 6 SOT7 7 b LIZHONT, UAZ NEDBREHS N TODEILBDP L, AZT TV U AZTH
ZEIFTERNT.

Xk

1) Dalakas MC, Illa I, Dambrosia JM, et al. A controlled trial of high-dose intravenous immune globulin infusions as treatment for
dermatomyositis. N Engl J Med 1993; 329: 1993-2000.
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2) TianJ, Gao JS, Chen JW, et al. Efficacy and safety of the combined treatment with intravenous immunoglobulin and oral
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SR-C04 /NEOD PMDM ORISR LT, BREARKSE LTRIBRERT
04 RFELPRBREIFIZ, JAKEEE, EYFHEFITHERN?

1. /NRDO DM (JDM) DEMREANABEE LTCRIBTRERTOA FEAMMLFY—F MTX) %

BT S EEHET S
2. MTIX AES L EFRIEFIDBZEICEFEBTBRERTOS KLV BRKRY Y (CyA) OHRZE

HEY 5. [#EE1, TETUVALAR)LB] | [EFE 8.6]
3. EEFIPEHAFICEVTERIBERERTOA4 FEL U ORR T 7 2 FEgEREE (IVCY) OBA

EHRT S

4. ABICEVWTREIVYFOITDEREZRET 5.

[#2E1, TETVRALARLC]

HESE D %1%

Ruperto & UV [ 3415 « RIGFEOIHAEMER ERB % (juvenile dermatomyositis : JDM) H# 139 4 % %
NEN7 L K=Y 1 (prednisolone : PSL) HlijafE, PSL+ A & kL% — |k (methotrexate : MTX)
B RS E 72 I3RS, PSL+ 3227 v ARV > (cyclosporine A : CyA) WR®D 3 BEIZ T > & AIZHE|
DY, AR BHERICOW TR 21T o 72, MMERERE O IEFLIZW TN ORET R S L2720
BT o 720y, MTX FHNEH A1BiE £ CoMM 2 A B8 L, /NEY v~ F EE 7/ E

(Paediatric Rheumatology International Trials Organization : PRINTO) 20 ZEpkH %2 A I EA S H7-. CyA
fFHIE PRINTO 20 #p R 2 A EIC EH-SE28, fiilEliE £ oML PSL Bt & AR TR0 -
72. MTX & CyA 1% & b2 PSLIE RARDT-. —7F, LML T, MTX # CIREYEH
ML, CyA #ECITEYEIZIN 2 WALRREIR, BERERAA BEIHI L7z, BHAEADHEICE L Tk CyA #f
TR WIMER BREE VB MRS, UMSE2NFRD H ALz, MTX #f - PSL HMEHERE C I3 8 IRYE S H s
ST, WIS RAERERMELS, PN RAEETIRORPSTb00, HENKLELEZ LD, U
LY MTX & CyA IXIZFEFREODREZA L6, RIEHO R TPSL & MTX OfFHNE —R#IREE
2 HD. 12120, WA TIT O AIFIE TIE MTX Z RN ESN TITo T D, ROEAILARBD L
TWRWOBETIT 0 BEOE G Lo THEEEIR OFBBLOEEMNRE 2 Hivd.

Giancane © 2 1% 18 #LL T JDM ## 139 4B\ T, T4 AICEIV M T bz PSL HAiGHE
#, MTX OfH#E, CyA OfFRREEE PSL H Ik & OBEIZOWTHET L7z, PSL OH IENFRETH > T-RE &
MTX ffH & OBENFEIZRO e, CyA fFH & oBEIX /20~ 72,

Deakin » % |% 56 4 ® JDM BEOEHREZHFHEMICINEL, 7 rKRRAT7 7 I REEEE

(intravenous cyclophosphamide : IVCY) #4T > 7=t L1772 > RO W THHMEOBH 21T - 72,
U EIEIEFNZ IVCY 0TIt T\5A Z & #35fE L, marginal structural modeling (MSM) % >
TERFEHZ R A, T ADEHE AR Y, IVCY WA Th 2D alRetEZ R~ LT o,

Oddis 5 ¢ (TR A DOIEFRIHIE PM/DM #8152 4435 X OVAIRIKHIME JDM 38 48 4% 7 & A
F YT, MDY v AA—N"—FERT PSLIZMx VX ~7 %510, A% - BIERIZONT
REt&AT o 72 ARSI L TiE, #7517 A b (manual muscle testing : MMT) <> CSMs (core set
masures), CHAQ (Childhood Health Assessment Questionnaire) 7¢ & DIEH 2 A HIZEEME L 7=
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International Myositis Assessment and Clinical Studies Group (IMACS) preliminary definition of
improvement (DOI) 7% primary outcome & L CHiif &4, quality of life (QOL) DUFEH R S 47z,
F =M 1E1E & ARMERER O TEFAICE L TR R ST, AT a A FEEEICE L TR
Gt BWIB GO EIT R STV R o720, IR TITREEZICAT v A4 FOBEDRIBD il
7-. JDM BEIC[RD &, FWIEGEIIH B G~ DO Z#AkIZE L7 I o R fins 8 AL D>
oo Flo, BB - BUBEGRES DE 2RO 83 %D BN DOI Z#Em L CWe., BLEXY, U
TN, BHARELHIFMERERIER L, QOL i 2 M vlRetEidnme S viz. 8 iy A C R
HRE L R B CRWEH ORBUCA B 2£1X72 <, infusion reaction DFEAERNT T REGHE L Hig
LY YX o~ TG THBEICER LA THSD. randomized controlled trial (RCT) 1XLL ED 1 #
DHTHDHH, HAEE - QOL K « A7 nA NEEMRQEEERT U MU AW T YR <T
FEMLEBEZONTE DD, EFREEFEOFEENLRBNIVE-RIRE T2 LITTERNEEZ LN,

%7 m Y LA (tacrolimus:Tac) B3 LU 27 = / —/LEEE 7 = F /L (mycophenolate mofetil : MMF)
AT A FEEOHAIC L 2GR — AL ) =X TRah, EEICAVLR TV D ABRETT
BT VA LUV D EOER S 7R,

3R

1) Ruperto N, Pistorio A, Oliveira S, et al. Prednisone versus prednisone plus ciclosporin versus prednisone plus methotrexate in new-
onset juvenile dermatomyositis: a randomised trial. Lancet 2016; 387: 671-678.

2) Giancane G, Lavarello C, Pistorio A, et al. The PRINTO evidence-based proposal for glucocorticoids tapering/discontinuation in
new onset juvenile dermatomyositis patients. Pediatr Rheumatol Online J 2019; 17: 24.

3) Deakin CT, Campanilho-Marques R, Simou S, et al. Efficacy and safety of cyclophosphamide treatment in severe juvenile
dermatomyositis shown by marginal structural modeling. Arthritis Rheumatol 2018; 70: 785-793.

4) Oddis CV, Reed AM, Aggarwal R, et al. Rituximab in the treatment of refractory adult and juvenile dermatomyositis and adult
polymyositis: a randomized, placebo-phase trial. Arthritis Rheum 2013; 65: 314-324.
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Wt 178 TRIRZ DFH EHERRT: EZE UV u~TF - BERAR B
RASTE—BS ARESEER > 2 — Rl Rl B - U v~ F R ik
ARG R SN EN A B B SRR
MHRASAE PEXEERRTREE BRURD Uv~FHR ERiEEE
AR AARERRZERFGEZIER T L X —RBIRURANR Y SEE
Fkif L AR RFPBCE AT ZER N Fal . IR Ry ER
THEESEL HERE EFE T VA=V v~ TR B
HINEES  ERERRT BN 1 NREEE R
MR E  AARERKRT NER deEER
BRINAH FORERERRAERZEGBIER Y ¥~ F AR A
FRERES IRBREREE VU~F - BEWE %
FERIS EEERKRTE EEE U v~F - BIERAE E
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ZMFH BEEERRE B U v~F - BEANE Bix
WFHER A EBRRFEFEMERE BER ER
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AT 72 RSV 2T LTV D,

SRTEA I ITIR A TEE AR (MCTD) ORI EMEL W& LAFK Uiz, RZPWiEEAIT A L, EEEMICEHE(
S HU72 GRADE JEIZHERL L -C, MCTD 02 L IREIZEE 5 NEAMER AR (MCTD) 2T A KT A > 2021 %
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T, AF3E4 AICEEILENSHETI L, F4E9 A Minds HA RIA 53475 V1C RE] S, D444
A5, Minds 2B, BHSN TS, S 4 FFEIITEIEE DO/ NLGT 21T 720, BUE, ¥R~ 7
FR—AZER L, HRICHEEZ R WEERFERIEROER™EZ Bi5 L, 2R, EEESEL 8O FEkIC

A BFZEE W

IRAPERE G HAMRA (MCTD 3 F5 &R 52) 1. &Fn2
21T 10182 £ MW B G SRR 25 H B
EIREBD—D>Th D, KB TiL, HEG MRS
5 (MCTD) CE 2T ALY 2019) 25, #T{k L. peer
review &% T Modern Rheumatology (Z5F1 3451 A =

(31 % 29-33 H) (ZHB# I iz, HA) 72 MCTD SEH]
& B REUE W O & FICATR B OB, WL
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DOERBEM S 207 < L, EEORERZ v Tz

HEHEORGEZITV, BARY U~ F /e EOBEYR
MHERZRDI-, BT 2-3 EFE 1L, KW LTS
L., EBEACHERE Y X A7z GRADE (EICHEILL €, =
B A HS W2 MCTD D2l & 1REICE 4 2 2%
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OffEE & &bz, ISR E RV EE 2 ARG
OEMBEBEETEOICH, #/ 77 v hA— L %58
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